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Pesiome. McciienoBaium 0COOEHHOCTU 3KCTIpeccur U @epeHIIMPOBOYHBIX MapKepOB JUM@OIIMTOB Ie-
pudeprmIecKoil KPOBU METOIOM MPOTOYHOU IIMTOMIYOPUMETPUN B KOMITICKCE ¢ KIMHNICCKUMU ITPOSIBIIC-
HusMu y 30 B3pocabix manueHToB (12 MyxxuwH 1 18 XeHIIWH, cpeaqHuit Bo3pact 37,5+12,3 roma) ¢ ycra-
HOBJICHHBIM DUArHO30M «OOINHNU BapHabelbHBIN nMMmyHomedunnTt» (OBU /). ObcienoBaHme ITallieHTOB
TIPOBOMMJIOCH B MEPHOA OYECBUIHOTO OTCYTCTBUS MH(EKIIMOHHO-BOCITAIMTEILHBIX 3a001eBaHUil. BhIsSB-
JICHO, YTO JOMHWHUPYIOIIUM UMMYHOMDECHOTUIIOM Y B3pOCHbIX IMmanneHToB ¢ OBU]I saBnsieTcs yBeImueHMe
comepxXaHUS B KpoBHU T-1tutoToKcnmdecKux auMdornntoB (CD3*CD8*) ¢ BRICOKOIT 3KCIIpeccueit MapKepoB
aktuBanmu HLA-DR* u CD38" u cHIDKeHre M30TUTI-TICPEKIIIOUYeHHBIX B-mumdonnToB IgD27" (pakTu-
yecku y 100% o6cienoBaHHbBIX JIML). MakcuMabHasl CTeIIeHb yBeJIMYeHUsI KoimdecTBa T-KULIepOB OTMe-
YyaJjiach Y IallMEHTOB ¢ HU3KUM ypoBHeM B-numdornuros (CD19" menee 6%, p = 0,005) 1 MUHUMAaIbLHO
KoH1eHTpanmeit IgG B ceiBopoTke KpoBu (MeHee 2 /11, p = 0,02). ComepkaHUE U30TUII-IICPEKITIOUCHHBIX
B-xieTok KoppeaupoBaio ¢ ypoBHeM IgG, a Takske CyMMapHOU KOHIIEHTPAIINEil ChIBOPOTOIHBIX MMMYHO-
rnobymmHOB A, M u G (p = 0,02; p = 0,003). ¥ B3pocabix narmueHToB OBU ]I ¢ coOueTaHHBIM KIIMHUICCKIM
deHoTUIIOM «MHGPEKIUOHHBIA CUHAPOM + ayTOMMMYHHOE 3a00JieBaHKME» COACPKAHUE M30TUII-TIEPEKITIO-
YeHHBIX B-mumdonnTos, IgG n cymmapHast koHueHTpanus Ig B kpoBu 3HaunMo Hike (p = 0,04; p = 0,03
u p = 0,02), a aktuBupoBaHHbIX T-kumnepos ¢ akcnpeccueit HLA-DR* u CD38" — Brire (p, = 0,01;
Pase = 0,02 1 py, = 0,004; p,s. = 0,001 cOOTBETCTBEHHO) MO CPAaBHEHUIO C TTAIIMEHTAMU C U30JIUPOBAHHBIM WH-
(EeKIIMOHHO-BOCHAJIUTSIIBHBIM CUHIPOMOM. Takske HaMH1 YCTaHOBJICHO, YTO CPEAU ITAIIMCHTOB C HAMMEHbB-
LIMM KOJIMYECTBOM M30TUII-TIEPEKTIOUEeHHBIX B-KkiteTok IgD27" (MeHee 5%) 1 KOHLIEHTpaLlKeii CBIBOPOTOY -
Horo IgG (MeHee 2 1/71) 9acToTa BCTpeUaeMOCTH JIMMDoIIporudepatuBHOTO cuHApoMa Boie (p = 0,04 n
p = 0,01 cooTBeTcTBeHHO). TakM 06pa3oM, HU3KOE COAepKaHNEe N30TUIT-TICPEKITIOUCHHBIX B-TMGOIINTOB
naMsTU B iepudeprIecKoil KpoBU HanboIee XapaKTePHO IUIS ITAIIMCHTOB ¢ 00JIee TSSKEJIBIM KIIMHUICCKIM
denoruriom OBU/I.
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Abstract. Features of expression of differentiation markers of peripheral blood lymphocytes were studied by
flow cytofluorimetry in combination with clinical manifestations in 30 adult patients (12 men and 18 women,
mean age 37.5+12.3 years) with the established diagnosis of common variable immunodeficiency (CVID).
The examination of patients was carried out in the period of obvious absence of infectious and inflammatory
diseases. It was found that the dominant immunophenotype in adult patients with CVID is an increase in the
blood content of T cytotoxic lymphocytes (CD3"CD8%) with high expression of activation markers HLA-DR*
and CD38* and a decrease in isotype-switched B lymphocytes IgD-27* (in almost 100% of the examined
individuals). The maximum degree of increase in the number of T Kkillers was observed in patients with a low
level of B lymphocytes (CD19* less than 6%, p = 0.005) and a minimum concentration of IgG in the blood
serum (less than 2 g/I, p = 0.02). The content of isotype-switched B cells correlated with the level of IgG, as
well as the total concentration of serum immunoglobulins A, M and G (p = 0.02; p = 0.003). In adult CVID
patients with the combined clinical phenotype “infectious syndrome + autoimmune disease”, the content
of isotype-switched B lymphocytes, IgG and the total concentration of Ig in the blood is significantly lower
(p =0.04; p = 0.03 and p = 0.02), and activated T killers with HLA-DR* and CD38" expression are higher
(p, =0.01; r,,, =0.02 and p,, = 0.004; r,,, = 0.001, respectively) compared to patients with isolated infectious —
inflammatory syndrome. We also found that among patients with the lowest number of isotype-switched IgD-27*
B cells (Iess than 5%) and serum IgG concentration (less than 2 g/l), the incidence of lymphoproliferative
syndrome is higher (p = 0.04 and p = 0.01, respectively). Thus, the low content of isotype-switched memory
B Iymphocytes in peripheral blood is most characteristic of patients with a more severe clinical phenotype of
CVID.

Keywords: lymphocytes, immunophenotypic analysis, immunoglobulins, common variable immunodeficiency, adult patients,
phenotypes

SIBJICHUH, TaXke Y TMallMeHTOB C OOHUM U TeM Xe Te-
HeTUYeCKUM BapuaHTOM 3abojeBaHus [4, 7]. Knu-
Huuyeckuit criektp OBU /I pazHooOpa3eH 1 BKITIO9aeT
PEeUMAMBUPYIOIIME CHUHOITYJIbMOHANbHbIE MHMEK-
U1, OPOHXOB3KTAa3bl, SHTEPOIIATUM, ayTOUMMYHHBIC
U TpaHyJeMaTo3Hble 3a0o0JieBaHMsI, HeOoIlIacTUYe-
ckue mpoueccsl [6, 7, 10]. MakcuManibHast UMMYHO-
JlorMyeckasi M KainHu4yeckas BapuatuBHocTh OBU L
HaAOJIIOJaeTCsl Y B3pOCHIBIX, YTO, BO3MOXHO, CBSI3aHO
¢ 0osiee BBICOKOM oJieit HeMHMEKIIMOHHBIX OCI0XK-
HEHMU U TIPOTPECCUPYIOIINM TCUSHHEM 3aboJjieBa-

BeeneHue

Oo61mmit BapuaOeIbHBIN UMMYHOJIE(PUITUT
(OBU]I) mpencrasiseT co0O MEPBUYHBIIA TyMO-
pa’dbHBI MMMYHOAE(MULIUT, XapaKTepU3YIOLUIUACS
HapylleHWeM aHTUIeH-3aBUCUMOIN auddepeHIn-
poBkM B-n1uM@poOLUTOB M OpUBOASIIANA K HEIO-
CTATOYHOM TIPOAYKIIMU MMMYHOTJIOOYJIUHOB [5, 8].
B Hacrosimee BpeMsl BBISIBICHBI MHOXKECTBEHHBIC
UMMYHOJIOTUYECKWE aHOMaJMM MpU JaHHOM 3a-
OoJieBaHMU, Kacarolllydecs MpaKTUYeCKU BCEX 3Be-

HbEB MMMYHHOII CHUCTE€MBbI, YTO MPUBOIUT K pa3-
BUTHUIO TJIO0AJTbHOW MMMYHHOIN mucperyiasuuu [4].
BOTO HE TOJIBKO HapymeHue auddepeHInpOBKI
B-nmumdonuToB, HO pa3nuyuHble KOJUYECTBEHHbIE U
dyHKUMOHANIbHBIE Ne(heKTbl T-KJIeTOK, eCTEeCTBEH-
HBIX KWJIJIEPOB, (harolIMTOB, HAPYIIEHUE TIPOIYKIINU
OUTOKWMHOB, CHIDKEHUE OKCIIPECCUM KOCTUMYIIHM-
pytomux moisiekyn (BAFFR, TACI, CD40L, ICOS
u ap.) [1, 2, 4]. B COBOKYIMHOCTU 3TU U3MEHEHUS
MOTYT UI'paTh HEMAJOBaXXHYIO POJIb B MaTOreHe3e u
nporpeccupoBanuun OBU]JL [2]. Kpome nmMMmyHoOI0-
rnyeckoit rereporenHocty aiusg OBUJI xapakTtepHa
BBbIpaXKeHHAs1 HEOJHOPOTHOCTh KJIMHUYECKUX TIPO-

Hus [3, 4]. JaHHblil ¢dakT 3aTpyaHseT 3(P(PeKTUB-
Hyto muarHoctuky OBWM]I, mporHo3mpoBaHUE €ro
TeYeHUS U MoAOOP MHAMBUIAYATU3UPOBAHHBIX CXEM
JICYCHUSI.

Iless padoThl — YCTAHOBUTH HATW4YKME KIMHUKO-
NMMYHOJIOTUYECKNX B3aIMOCBSI3€i1 Y B3POCIBIX Ta-
nueHTos ¢ OBUJI.

Matepuans! 1 MeTogbl

IMpoBeaeH peTpOCHEeKTUBHBIN aHaIU3 KJIMHUKO-
MMMYHOJIOTUYECKUX ocobeHHocTei 30 maleHTOB ¢
yctaHoBieHHbIM auarHo3zoM OBUMJI (Common Va-
riable Immunodeficiency diagnostic criteria; ESID,
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2020), u3 Hux 12 My>kunH 1 18 KeHIIWH, CPeTHU
Bo3pact 37,5+12,3 roma. Bce manmeHThl Habona-
JIMCh B OTIEJIEHUU UMMYHOIIATOJIOTUU U aJJIEPrOJIO-
ruu [ocymapcTBeHHOro yupexaeHus «PecnyoinkaH-
CKMI HAayYHO-TTPAKTUYECKUI LIEHTP paauallMOHHON
MEIUIIMHBI U 3KOJOTUM 4eaoBeka» (I. Tomenn, Pe-
ciiyonuka benapych) ¢ 2014 mo 2020 roa. O6cieno-
BaHUEC TIPOBOINJIOCH B IIEPUOI OYSBUIHOTO OTCYTCT-
BUSI UH(EKILIMOHHO-BOCITAJIMTEIbHbBIX 3a00JI€BaHUI.
KoHTtponbhyto rpyniy coctaBuwiv 30 mpakTUYECKUA
300POBBIX JIMII, COMTOCTAaBUMBIX I10 TTOJIY U BO3PACTY C
KOTOPTOU TAIMEHTOB U HE MMEIOIINX KJIIMHUKO-JIa-
0OpPaTOPHBIX MPU3HAKOB UMMYHOJIOTMYECKOU HeI0-
CTaTOYHOCTH.

TurnupoBanue mMUMEOOLIUTOB TepUdepUIECKOI
KPOBM OCYIIECTBJISIOCH METOAOM TIPOTOYHOU 1M~
TODIyoprUMEeTpUM C MCIIOJB30BaHUEM allllapaTa
BD FACS Canto II (CHIA) c momoipio Habo-
pPOB MOHOKJIOHAJbHBIX aHTUTea ¢upm Beckman
Coulter (®panuus) um Becton, Dickinson and
Company (CIIA), KOHbIOTUPOBAHHBIX C (hITIOOPOX-
pomamu. OueHuBanu coaepxkaHue: CD3*, CD4",
CD8*, CDI19", CD16/CD56", HLA'DR*, CD38",
IgD*CD27-, IgD*CD27*, IgD-CD27* anumdouuTos.
KoHIeHTpainio MMMYHOIJIOOYJIMHOB B CHIBOPOTKE
onpenessiyii UMMYHOTYPOMINMETPUICCKI Ha aHa-
nuzatope Architec C8000.

Cratuctudeckass 00padOTKa MJaHHBIX IIPOBO-
Auaach ¢ TIOMOIIBIO MakKeToB Tmporpamm StatSoft
Statistica 13.0 (Trial-Bepcus) u GraphPad Prism Bep-
cum 9. OlieHKa HOPMaJIbHOCTHU pacIpeaeeHMs ITpo-
BOIWJIACh C MCMoOib3oBaHUeM Kputepust Lllanmmpo—
Yunka. PesynabraTsl ncciienoBaHUs TIPEICTaBISLUIMCH
B Bune MeauaHbl (Me) U MHTepKBapTUIBHOIO pa3-
Maxa (Q,5-Qy s5). IIpoBepKa 1OCTOBEPHOCTH pa3iu-
YMii HelmapaMeTPUIeCKH pacIpelesIeHHbIX BeJIMYUH
TIPON3BOIMIACH C UCITOIb30BaHUEM KpUTepust MaH-
Ha—YutHu (U-kpurtepwmii). Hus1 mpoBeaeHUsT KOp-
PENSIIIMOHHOTO aHaJIM3a MCIIOJB30BAJICS PAHTOBBIN
koadpunuent CniupmeHa. Kpuruueckuii ypoBeHb
HYJIEBOU runoTe3bl npuHumalcs npu p < 0,05.

PesynbTathl 1 00CYyXaeHWe

JaHHbBIC TMMYHOJIOTUYECKOTO 00CIeTOBAHMS T1a-
nueHtoB ¢ OBU/I npeacraBiaeHsl B Tadauie 1.

Kak BugHo m3 tabnuubl 1, obliee KOJMYECTBO
AUM@OLUTOB B repudepniyecKoii KpOBU MALlUEHTOB
¢ OBU]I He oTMYasoCch OT KOHTPOJIbHOM TPYIIIHL.
B To Xe BpeMsi y HUX OoTMeuajioch 0oJiee BHICOKOE
cogepxanue T-nmumdbountos (p, < 0,001), mpe-
xkne Bcero 3a cuer CD3*CDS8* kierok (pg < 0,001;
DPise = 0,004), Torma kak konuudectBo CD3*CD4*
KJIETOK, HAINpOTUB, YMEHBIIAIOCh (P 0,009;
DPase = 0,006), 4TO MPUBOIMIO K CHUKEHHUIO COOTHO-
meHust CD4"/CDS8* (p < 0,001). CiiemyeT OTMETHUTb,
YTO CTEIeHb YBEJMUYECHUS YPOBHS T-KUIIEpOB Oblia
MaKCUMAaJIbHO BBIPAXKEHHON Y TTAIMeHTOB C KOHIIEH-

tpaumeii IgG B ceiBopoTke mMeHee 2 r/n (p = 0,02,
NlaHHble B TabJule He MpuBeAeHbl). Takxke HaOII0-
Jajloch 3HaumMoe yBeandyeHue copaepxkaHuss NKT-
mumbonnToB (CD3*CD16/CD56%) (pg 0,018;
Puse = 0,033) m T-kJeTok ¢ MapkepamMu paHHEU U
no3aHeilt aktuBauuu CD3*CD38" u CD3*HLA-DR*
(Pss. asc < 0,001; 1 py. 4. < 0,001 cooTBETCTBEHHO),
IpUIeM SKCIIPecCus MMEHHO 3TuX MapkepoB (CD38
u HLA-DR) noBblmasack B MaKCUMaJdbHOIM CTe-
neHu (6onee yeM B 10 pa3s). Boyee yrinyOoiaeHHBINH
aHaJIM3 CYOITOIYJISILIMOHHOIO CcOCTaBa aKTUBUPO-
BaHHBIX JTUM@OIIMTOB TTPOAEMOHCTPUPOBAJT MTPEO0-
Jlafaromuii BKJIaA T-IIMTOTOKCUYECKUX KIIETOK. Y
BCeX OOJIbHBIX HAOIIOMAIOCHh 3HAUNMOE YBEJIMICHUC
comepxaHust cyononynsuuii  CD3"CD8*CD38",
CD3*CD8*HLA-DR* (p = 0,03; p = 0,04 cooTBeT-
CTBEHHO), TOrJa Kak cpeaud T-XearnepoB yBeIUUM-
BaJIOCh TOJIBKO KOJUYECTBO KJIETOK C IKCIpEcCcuei
HLA-DR* (p = 0,04), Ho He CD38", KoTOpHIC, Ha-
OPOTUB, MMEJIW TCHICHIMIO K CHIDKCHHUIO. Takum
oOpa3oM, y oOCIedOBaHHBLIX HaMH IIallIMEHTOB C
OBMUW /I akTuBauys T-KJI€TOUHOTO 3BeHa MPOUCXOAU -
JIa IPEUMYIIECTBEHHO 3a CYET T-IIMTOTOKCUYECKUX
KJIETOK.

3HauyeHMe MeInaHbl KOJIndecTBa B-muMmdonuTos
BIHeprpepruIeCKON KpOBU MAIIMEHTOB ObLIO CHUKECH-
HBIM OTHOCUTEJIbHO TPYIIbl KOHTpOJs (p, = 0,01;
DPase = 0,02), omHaKO MpY MHAWBUAYATbHOM aHaIU-
3¢ ToKasarejieil oTMedanaach BbIpaXkKeHHasi HEOTHO-
POIHOCTb M3MeHeHMI. Tak, yMEHBIIICHUE COmepKa-
Husg CD19* kjmeTok HKe pedepeHTHOrOo ypPOBHS
(9,1-12,4%) Haba0maJI0Ch TOJABKO Yy 13 ManueHTOB
(43%), Torna Kak B ocTaJibHBIX ciydasx (17 demo-
BeK, 57%) 3HaueHUEe JAHHOTO ITOKA3aTeNIsl He U3Me-
HsI0Ch. B yKa3aHHBIX MOATPYIITaX BEKTOP U3MEHEe-
HUU OPYTUX WMMYHOJIOTMUECKMX IToKa3aTesieil ObLT
OJMHAKOBBIM, OJHAKO CTelleHb IoBbIlieHnss CD3*,
CD3*CD8" knetok, a Takxke cHrzkeHus1 NK-kieTok
oKazajlaCh MaKCMMaJIbHO BBIpaXK€HHOW WMMEHHO
npyu HU3KUX 3HaYeHUs1X B-nmumdbonurtos (p < 0,001;
p = 0,005 u p = 0,04 coorBeTcTBeHHO). JlaHHasT OCO-
OCHHOCTh TIOATBEPKIAJIaCh HAJIMYWEM OOpaTHOM
B3aMMOCBSI3M ypoBHS B-mmMdolnutoB ¢ comepxka-
Huem CD3*, CD3*CD8* xietok (T, -0,675;
p <0,001 u r, =-0,636; p < 0,001 COOTBETCTBEHHO)
U nipsimoil — ¢ konnuectBoM NK-kinetok (r, = 0,379;
p = 0,04). Cremyer OTMETHTbH, UTO IO 3KCIIPECCUU
MapKepoB aKTHUBalUM T-KJIETOK aHaJM3UpyeMble
MOATPYIIIbl HE pas3inyaluch, HECMOTPSl Ha 3HA4YM-
MO€ OTJIMYME MO KOIUYECTBY T-KUJIIEpOB.

M3BeCTHO, YTO OCHOBHBIM MEXaHW3MOM MaTO-
reHesa OBW/ sBnsgerca HapyuieHue auddepeH-
OUPOBKU B-KJIETOK, OMTHMM U3 MPOSIBIICHUIT KOTO-
pOTO CIYXKUT BBIPAXKEHHOE CHIKEHUE COACPKaHUSI
M30TUIM-TEPEKITIOUeHHBIX B-n1umdoinunToB mamMsaTu
(< 70% ot Bo3pacTtHOi1 HOpMBI) [3, 5, 9]. B Haliem
WCCIeNOBAaHUN YMEHBbIIIEeHUe aOCOJIIOTHOTO M OT-
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TABIULA 1. CYBNONYNALUMUOHHBIN COCTAB NTUM®OLIUTOB Y MALMEHTOB C OBU[, Me (Q, ,:-Q; 75)
TABLE 1. FLOW CYTOMETRY PARAMETERS IN PATIENTS WITH CVID, Me (Qq5-Qq75)

MokasaTenb, eauHULLI U3MEpPEHUNA

KoHTponbHas rpynna

MauuneHTbl ¢ OBU[

Leukocytes, x 10%/n

Parameter, units of measurement Control group Patients with GVID
, (n =30) (n =30)
iy 9
Newnkouuntsl, x 10%/n 6,06 (4,9-7,3) 6,5 (4,4-9,1)

NumdounTsl, %
x 10%n
Lymphocytes, %
x 10%/n

32,5 (26,0-39,5)
1,8 (1,44-2,37)

31,0 (23,0-40,5)
1,56 (1,42-2,23)

CD3*, %
x 10°/n
CD3*, %
x 10%/1

70,0 (66,7-73,1)
1,3 (0,98-1,67)

78,7 (72,6-86,6)
1,35 (0,99-1,87)

CD3*CD4*, %
x 10%/n
CD3*CD4*, %
x 109/

43,1 (37,8-47,1)
0,76 (0,62-0,91)

32,3 (28,5-42,5)
0,58 (0,45-0,78)*

CD3*CD8*, %
x 10%n
CD3*CD8", %
x 109/

22,6 (19,6-25,5)
0,43 (0,35-0,56)

36,8 (30,2-47,7)"
0,62 (0,43-0,88)*

UPU (cooTHoweHne CD4*/CD8")
IRI (CD4*/CD8" ratio)

1,95 (1,65-2,08)

0,9 (0,6-1,6)*

CD19*, %
x 10%n
CD19*, %
x 109

11,6 (9,4-14,0)
0,21 (0,16-0,28)

7,7 (4,5-12,9)*
0,12 (0,05-0,29)*

CD3-CD16/CD56*, %
x 10%n
CD3-CD16/CD56*, %
x 109/

14,0 (10,6-17,5)
0,26 (0,17-0,35)

10,7 (6,0-12,6)*
0,18 (0,10-0,29)

CD3*CD16/CD56*, %
x 10°/n
CD3*CD16/CD56", %
x 1091

3,9 (2,6-5,1)
0,07 (0,05-0,11)

5,9 (2,8-9,3)*
0,1 (0,07-0,15)*

CD3*HLA-DR*, %
x 10%n
CD3*HLA-DR*, %
x 109/

2,5 (1,3-9,0)
0,05 (0,02-0,15)

16,2 (11,6-28,1)*
0,36 (0,13-0,52)*

CD3*CD38*, %
x 10°/n
CD3*CD38*, %
x 10%/1

4,2 (3,0-7,3)
0,16 (0,12-0,18)

47,9 (36,5-64,8)*
0,71 (0,56-1,13)*

MpumeyaHue. * — pa3annynsa 3Ha4YMMbl B CPaBHEHUU C KOHTporbHow rpynnoi (p < 0,05; U-kputepuit MaHHa-YuUTHM).

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

HocuTesibHOTO KosimyecTBa CD19IgD27" kierok
HaOJII0JAIOCh MpPaKTUYeCKU Yy Bcex OobHbIX (29
YeJIOBeK), OJIHAKO CTEIeHb U3MEHEHUST 3HAYUTEIb-
HO BapbHpoOBasia. B Toarpyrmmne manmueHTOB C HU3-
KuM KoaudectBoM IgD277B-numdouutos (MeHee
5%, 17 4enoBeK) coiepxKaHUe HeNepeKIIOUYeHHBIX
IgD*27*B-kneToKk maMsATH OBLIO 3HAYMMO HIKE
(p = 0,02), a HauBHbIX B-mumdbouutos (IgD*27") —

Beiie (p = 0,004) B cpaBHeHWU C MAllMEHTAMU C
MeHee BBIPaXXEHHBIM JIe(MEKTOM M30TUM-TIEPEKITIO-
yeHHbIX B-knetok (13 uenoBek). BrisiBIieHa BbI-
paxkeHHasT COMNPSDKEHHOCTh MEXAY COIepKaHUEM
B-k7neTok pasnmuuHbIX craguii nuddepeHIMpoBKI
(IgD27* vs IgD*27* 1,= 0,605; p=10,002), u (IgD27*
vs IgD™27 r,=-0,761; p < 0,001). MHTEpecHO TakXKe
OTMETUTb, YTO TOJBKO BO BTOPOI MOATPYIITIE TTallM-
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PucyHok 1. YpoBeHb CbIBOPOTOYHLIX MMMYHOTNI00ynuHOB (Ig) B 3aBucuMocTy oT cogepxanua CD19*gD-27* knetok

B KPOBM

Mpumeyanue. * - paznuums 3Haummbl, p < 0,05; ** — paznnums 3Haummbl, p < 0,01.

Figure 1. 1gG concentration and total serum Ig concentration as a function of CD19*IgD-27* cell count
Note. *, differences are significant, p < 0.05; **, differences are very significant, p < 0.01.

€HTOB OTMeyvalaCh KOppPEJsILUsI MEXAy cojaepxa-
Huem CD19%"IgD27" u CD3"CD8*HLA-DR" 1um-
doumtoB (r, = -0,736; p = 0,002), KoTOpast Tepsiia
CWJIy IIpU CHWXKeHUU KoJimdyectBa IgD-27"B-kieTok
meHee 5%.

Y manmeHToB C BhIpakeHHbIM JgedekToMm IgD-27+
B-xieTok maMsTH oTMeJaanuch U 6ojiee HU3KME Me-
nraHHbIe ypoBHU IgG, a Takske cyMMapHO#t KOHIICH-
TpalMU CBIBOPOTOUHBIX UMMYHOTJIO0YJIMHOB A, M 1
G (p=0,02up=0,003 coorBeTcTBeHHO) (pUc. 1).

ITonyyeHHBIe MaHHBIE yKa3bIBalOT Ha HaIW4Me
Kak B-ki1eTouHBIX, Tak 1 T-KIIETOYHBIX HapYIICHUI
npu OBU/I y B3pOCJIbIX TALIMEHTOB, U UX B3aUMOC-
BSI3b CO CTEIEHBIO TMITOTaMMarjoO0yInHEeMUu, 4TO
MOATBEPKAAeT UMMYHOJOTMYECKYIO TeTepOTeHHOCTh
CUHIpOMa.

WM3BecTHO, 4YTO KIMHHWYECKUE TIPOSIBICHUS
OBUM /I takxke MHOrooOpa3Hbl U BKJIIOYAIOT, KpOMeE
PELMONBUPYIONINX  WH(GEKIIMOHHO-BOCIAINTEIb-
HBIX 3a00JeBaHU, pPsia HEMH(MEKIIMOHHBIX OCIOX-
HEHMI, OOYCIOBJICHHBIX WMMYHOPETYJISITOPHBIMUA
HapyIICHUSIMHU, BKIIIOYasT ayTOMMMYHHBIC IIPOSIB-
JieHus1, JuMdonpoaudepalnio U 310KaYeCTBEHHbIE
HoBooOpa3oBaHust [5]. Cpenu obcieayeMblx HaMu
MallMEeHTOB pEeUUAMBUPYIOLIME WHGEKIIUU Habo-
namuchk B 100% caydaeB (30 yenoBek), mpuueMm y 9
yesnosek (30,0%) oHU couyeTaauch ¢ ayTOMMMYHHBI-
MU 3a00JIeBaHUSIMHU (AJIOTICIINST, apTPUT, TUPEOUINT,
LUTOIIEHUS), a B 5 ciydasix (16,7%) — ¢ numdornpo-
JrdepaTUuBHBIM CUHIPOMOM.

Hawmn BoIsiBIIEHO, 4TO Y 607BHBEIX OBU/L ¢ nH-
(EeKIMOHHO-BOCHAJIUTEIIBHBIM CUHIPOMOM 0e3 KO-

MopOuIHOI naTtojoruu (7 4eaoBeK) Mo CpaBHEHUIO
C TIAlIMCHTaMM, UMEIOIIUMM COYCTAaHHBIN KIMHUYE-
CKUl peHOTUN «MH(MEeKIINOHHBIII CUHAPOM + ayTo-
NMMYHHOe 3a0ojieBaHue» (9 4eJIoBEeK) colep>KaHue
N30TUIT-TICPEKITIOUEHHBIX B-TMMGOIINTOB B KPOBU
okaszajioch 0osiee BoicokuM (7,4% (3,7-8,5) vs 2,6%
(0,6-3,6), p=0,04), a aktuBUpOoBaHHbIX T-KWLIEPOB
c akcrpeccueit HLA-DR* u CD38" — 601ee HU3KUM
(pe, = 0,01; pose = 0,02 11 py, = 0,004; p,s. = 0,001 co-
OTBETCTBEHHO). YpoBeHb IgG 1 cymMmMapHast KOHLIEH-
Tpaius Ig y manneHTOB ¢ M30JUPOBAaHHBIM MH(MEK-
OUOHHO-BOCTIAJIMTCIIBHBIM ~ CUHIPOMOM 3HAYMMO
BBIIIIE B CPABHEHUU C TaKOBOW y IMAIIMEHTOB C ay-
TOUMMYHHBIMUM 3a0o0jieBaHUsIMU Ha ¢doHe OBU]JL
(p =0,03 u p=0,02 coorBeTcTBEHHO). Tak>ke HaMU
YCTAHOBJICHO, YTO CpeAy ITallMeHTOB C HaWMEHb-
M copepxanueM IgD-27*B-kierok (MeHee 5%) u
KOHIIeHTpalmeit ceiBopotouHoro IgG (MeHee 2 1/71)
YacToTa BCTpeyaeMOoCTU JuMMorpoarudepaTuBHOTO
cuHapoma Obi1a Beiie (p = 0,04 u p = 0,01 cooT-
BETCTBEHHO).

TakuM o0Opa3oM, HU3KOE KOJMYCCTBO M30-
TUN-TIEPEKITIOYEHHBIX  B-muMdonnToB  maMsITi
(CD19*IgD-27*) B nepudepuyeckoit KpoBu Haubo-
Jiee XapakKTepHO IS MAlMEHTOB ¢ 00Jiee TSKEJIbIM
kmmHndyeckuM ¢deHorunom OBUJl u, BO3MOXHO,
IpeaBelIacT XyIIIni IMporHo3 3aboneBaHus. Janb-
HeWIMe WCCleNoBaHusl TI0 YCTaHOBJICHUIO B3aM-
MOCBsI3ei UMMYHO(MEHOTUIIa C KIMHUYECKUM he-
HOTHUITOM 3a00JIeBaHUS ITO3BOJISIT ONTUMMU3UPOBATH
MIWUATHOCTUKY Y WHAWBUAYAJIM3UPOBATH MOMIXOIBI K
nedeHuto nauueHtoB ¢ OBHUI.
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3aKnoyeHne

JIOMUHUPYIOIIUM UMMYHO(MEHOTUTIOM Y B3pPOC-
abeix nauueHToB ¢ OBWJI gBisieTcst yBelnueHUe
conepkaHusl B KpoBU T-IIUTOTOKCUYECKUX JTUMPO-
nutoB (CD3*CD8") ¢ BbICOKOI 3KCIIpeccueit map-
kepoB aktTuBanun HLA-DR" 1 CD38" u cHmkeHMne
M30TUIT-NIePEKITIOUeHHBIX B-nmnMmdonmros IgD-27*
(npaktuyecku y 100% o6GcaenoBaHHbIX yulr). Cre-
NeHb YBEJIMYCHMs KojudecTBa T-KWIepoB ObLIa
MakCUMaJIbHOM y OOJBHBIX C HHU3KMM YpPOBHEM
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