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Pecnybauxanckuii HayyHo-npaxmuyeckuti yeHmp 0emckol OHKONI02UU, 2eMAMON02U U UMMYHOLO2UU

XpoHuueckasi TpaHyiemMaro3Has 0one3sp (XI'B) — mepBUYHBI HMMYHONEGUIHT, TPUIHHON KOTOPOTO SIB-
nsercst reneTndecknit nedekt Gpepmenta NADP-okcniassl, mpu KOTOPOM MOJHOCTBIO OTCYTCTBYET «KHCIOPOIHBINA
B3pBIBY, IPH HOPMAJIBHOM (haroIuTo3e BO BCEX MUEJIONIHBIX KIeTKax (HeHTpodunax, 203MHO(MIAaX, MOHOIIUTAX, U
Makpodarax) [1]. Omucano HECKOIBKO TeHETHIECKUX Ae(PEeKTOB, MpUBOMIMINX K pa3BuTHio XI'b. Bce onm mpuBomsat
K HapymeHnio cuare3a cyobequuun NADPH-okcunassl. Okxono 90% Beex cinydae XI'b B benmapycu cs3aHo ¢ MmyTa-
uusiMu B rene CYBB, nokann3oBanHOTO Ha X XpoMocoMe. HapymieHus cuHTe3a OCTaNbHBIX CyObEANHHIL BBI3BIBAIOT-
cst mytanusamu reHoB CYBA, NCF1, NCF2, NCF4 u Hacnenytorcs aytocoMHo-peneccuBHO [2]. XI'b mposiBisieTcs ¢
PaHHETO JIETCTBA OOBIYHO C Pa3BUTHUS THOWHBINX JTMM(paleHUTOB, OCTCOMHEINTOB, TSKEIBIX THEBMOHUH. B nanpHei-
IIEM PETHCTPUPYIOTCS TSDKEIIbIe PEMINBUPYIOIINE OaKTepHaIbHbIC N/WIN T'PHOKOBBIC MH(EKIINH PECTIMPATOPHOTO U
KeTyAouHO-KuIedHoro Tpakra. Yacto nmpu XI'b dopmupyroTcst Tskembie KoKHbIe adcieccsl ¢ 00pa3oBaHneM BOCHa-
JIUTENBHBIX TPAHYJIEM, KOTOPBIE CO BPEMEHEM TTOPaKaroT MPAKTUYECKH BCE OPTaHbl, BKJIIOUAs JIETKUE, TIe9eHb, KOCTH
n rotoBHOM Mo3r. [Tocne Bakiunamu BIDK dhopmupyrorcs BakimH-acconuupoBannble HHGEeKnnu [3].

Hean paboTel — ompezeseHrne MapaMeTpoB KIETOYHOTO M TyMOPAJIbHOTO MMMYHHTETA Y MAIMEHTOB C
X-clenIeHHOH XpOHNYECKOH rpaHyeMaro3Hol Oose3nsio B bemapycn.

Marepuan u MeTobl. [[J1s HcclieoBaHMS HCIONB30BAIACh MTepu(epryeckas KpoBb 14 MaJIbuMKOB C MyTallH-
et B rene CYBB u3 benapycu 1 67 370pOBBIX pa3HOIOJBIX JOHOPOB, KOTOPBIE OBITH pa3/eleHbl Ha 2 TPYIIIBI coryac-
HO BO3pacTy Ha MOMEHT HccieoBanus. B 1-1o rpymmy Obuti BKITIOUeHBI 5 mareHToB ¢ X-XI'b B Bo3pacTe ot 7 mec.
1o 3 ner (MmenwaHa Bo3pacta — 1,7 roma), Bo 2-10 — 9 maruenTos ¢ X-XI'b ot 3 mo 18 et (Menmnana — 8,5 roma) u
47 310poBBIX TOHOPOB (Menuana — 9 ner) ot 3 1o 18 ner. 310poBbIe JOHOPHI TaKKe OBUIN Pa3AeiIeHbl Ha 2 TPYIIIHI
AHAJIOTHYHOTO BO3pacTHOTO Anamna3oHa (n=20, n=47).

Ormpezienienne mapaMeTpoB KJIETOYHOTO MMMYHHUTETa HMPOBOAMIM C MOMOIIBIO METO/Ia TMPOTOYHOI nuTodIIyo-
puMerpuu. bt mpoBeneH aHanu3 criegyrommx nonysasnui tuMoruto: T-mumdormtel (CD45+CD3+), aktuBupo-
BanHbIe T-muMporutel (CD3+HLADR+), T-xenmepsr (CD3+CD4+), T-nutotokcuueckue muMponutsl (CD3+CD8+),
HarypaibHble Kuuieps! (CD16+CD56+), narypansusie T-mumdonntsr (CD3+CD16+CD56+), THMUYeCKHEe MUTPaHTHI
(CD4+CD45RA+CD31+), T-perymstopabie muMponutsl (CD4+CD25+CD127low), B-mumponutsr (CD45+CD19+),
M30THUI-HENIePEKITIOYCHHBIC U ITepekitodeHHble B-mumbormtel namsatu (CD19+CD27+IgD+/-). [ins oneHK: rymMopanib-
HOTO UMMYHHTETA OTIPEAEISUIN YPOBEHb IMMYHOTI00ymiHOB G,M 1 A Metonom Hedenomerpuu. MyTannoHHOTO aHa-
nm3a reHa CYBB mpoBOAWIIA METOJIOM TIPSIMOTO CEKBEeHHpOBaHUs. Bee nannble Obum 00pabOTaHbI C TIOMOIIBIO Hemla-
paMeTpriecknx MeTomoB cratucTuky B makere GraphPad Prism 5.0 (GraphPad Software Inc, SD). O6nacts uccre-
JOBaHMS, HH(OpManus A7 MAIMEHTOB W (popMa cornmacusi ObUTH YTBEPIK/ICHbl KOMHTETOM MO 3THYECKOH IKCTIEPTH3E
HayJIHO-TIPAKTHIECKOTO IEHTPA JIETCKOW OHKOJIOTHH, TEMATOIOTUH 1 IMMYHOJIOT .

Pe3yabrarsl 1 UX 06cyxaeHne. CTaTHCTHIECKN 3HAYMMBIX OTIMYHH B COAEpKaHNH JICHKOINTOB B nepude-
pudeckoil KpoBH y aereit crapreit (p=0,2) n mmanmeit (p=0,07) BO3paCTHBIX TPYIIIT IO CPABHEHUIO CO 3IOPOBBIMU
JIOHOpaMH He ObUTO ycTaHoBIeHO. Ho B Mutazmieii BO3pacTHOM TpyTiiie HaONIOAeTCsl CHIKEHNE CoAepsKaHust TMM(po-
utoB (%p=0,009, ade. p=0,7). Coneprxanne TUM(OINTOB y AETEH CTapIIel BO3pACTHOM IPyMNIbl HE OTIIMYACTCS OT
9THX TIOKa3areneil B rpyme 310poBoro kouTpoist (%p=0,2; abe. p=0,7).
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IIpu wmccrenoBaHWM KJIETOYHOTO WMMYHHUTETa HAaMH OBUIO YCTAHOBICHO, 4yTo y manueHToB ¢ X-XI'b
B CTapIIeid BO3PACTHOHM TIpymie HAOMONACTCsl MOBBINICHUEC CONCPKAHUS AaKTHBHPOBAHHBIX T-muMQoImToB
(CD45+CD3+HLADR+) (%p=0,0001, adc. p=0,04) ( pucynok 1). [Ipu ananmse 3T0TO MoKa3areis B MIaieii BO3-
PACTHO TpyIIe CTaTHCTUYCCKH 3HAYUMBIX OTIINYHA He BhIsBIeHO (%p=0,07, abc. p=0,051).

AkTuBupoBaHHbie T-numd ountbl (CD3+ HLA DR+),%
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Pucynok 1 — Copnep:axanue akTuBupoBaHHbIX T-iumpountos y nauuentos ¢ X-XI'b u 310poBbIX 10HOPOB, %o

Taxoke y MareHToB cTapiieil BO3paCTHOM IpyMITbl OBLTO BRISBICHO MOBBIIICHHOE cofiepkaHue B-nrmvdorro
(CD45+CD19+) o cpaBHEHHIO €O 3I0POBEIMH JOHOPaMH aHAJIOrHIHOro Bo3pacta (%p=0,0081 u abc¢. p=0,04). ¥ na-
LIMEHTOB MJIAJIIIEH BO3PACTHON TPYyMITBI CTATUCTUYECKH 3HAUMMBIX OTIIMYHUI B cofepKaHnU B-nMQOnnTOB HE BBISIB-
aeno (%p=0,06, abc. p=0,36). HanpHeiimee n3ydenne cyOnomymsuuii B-mumMQonnuToB BEISBMIIO CHUKEHHE W30THII-
nepekiroueHHbIX (CD19+CD27+IgD-) n HenepexmodeHHbx (CD19+CD27+IgD+) B-miMbporuToB naMaTy y namu-
entoB ¢ X-XI'b B maagmeii (CD19+CD27+IgD- %p=0,04, a6c.p=0,2; CD19+CD27+IgD+ %p=0,006, abc. p=0,01)
u crapureit (CD19+CD27+IgD- %p=0,001, adc.p=0,05; CD19+CD27+IgD+ %p=0,003, a6c. p=0,02) (pucyHok 2).

B-numd ountl namaru (CD19+CD27+IgD-),%
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Pucynok 2 — Copep:xanue U30TUI-TIEPEKJIIOYEHHBIX (2) U HellepeKJII0YeHHbIX (0) B-mumpounToB mamsaTu
y nanueHToB ¢ X-XI'b u 310poBbIX 10HOPOB, %
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Takke HaMH OBUTO OTMEYEHO, YTO 4 MAlMCHTa WUMCIOT HOPMAJBHBIH YPOBCHb H30THII-TICPCKITFOYCHHBIX
B-mumdornmros namsita. CTaTUCTHYESCKUI aHAIN3 TTOKA3aJ1, YTO TAHHBIH TOKA3aTellb Y ATUX MAI[CHTOB CTATUCTHYCCKU
HE OTJIMYACTCS OT aHAJIOTUYHOTO B TPYIIIE 3A0POBBIX TOHOPOB (p=0,12).

HccnenoBanus ryMopaibHOTO UMMYHHTETA TIOKA3aJIH MTOBBIIICHUE YPOBHSI UIMMYHODIOOynHA M B Mytaquien
rpymre manueHToB ¢ X-XI'b mo cpaBHEeHUIO cO 310poBBIM KoHTpoJeM (p=0,01) (pucyHok 3).
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Pucynox 3 — Konuenrpanusi ummyHorno0yiauna M (r/n) y nanuentoB X-XI'b u 310poBbIX 10HOpOB

Yposan nmMmyHoroOynnHOB G 1 A 'y nanmenToB ¢ X-XI'b n3 mnanmeii Bo3pacTHO# IpyIIIbI U 3M0POBBIX J10-
HOPOB CTATHCTHYECKH 3HAYMMO He otiamdarorcs (p=0,2; p=0,5). He BBIABICHO CTaTHCTHYECKN 3HAYMMBIX OTIIMYNH B
YPOBHIX UMMYHOIII00ymHOB G, M 11 A y MaIMeHToB cTapinel Bo3pacTHoH rpymisl (p=0,6; p=0,2; p=0,7).

3aknodenue. B mimaamei Bo3pacTHOM rpynne nanueHToB ¢ X-XI'b BBIABIEHO CHUKEHUE MPOLIEHTHOIO CO-
JeprkaHus TUMQOIUTOB B eprdeprIeckoil KPOBH W YBEJINYEHHE COEPKAHMSI UMYHOIIOOyIHHA M 10 CpaBHEHHUIO
CO 3/10POBBIM KOHTPOJIEM.

Y mnammentoB ¢ X-XI'b crapme 3-x seT HaOMIOmaeTcs YBEIMUYCHHE KOJIMYECTBA aKTUBHUPOBAHHBIX
T-mam¢oruTos, a Taxke B-miMdoUToB 110 CpaBHEHHIO C TPYIIIOHN 370POBHIX JIOHOPOB aHAJOTHYHOTO BO3pacTa.

CozeprkaHne M30THI-TICPENTIOUYCHHBIX W HETepeKIoueHHBIX B-muMporuros namstu (CD19+CD27+IgD+/-)
CHIDKEHO BO BCEX BO3PACTHBIX Tpynnax nanueHToB ¢ X-XI'b, oqHako HEKOTOpBIE U3 HUX UMEIOT HOPMAJIBHBINA ypo-
BEHb N30THI-TIEPEKIIOYCHHBIX B-miMdonnToB namsta.

CELLULAR AND HUMORAL IMMUNITY IN CHILDREN WITH CHRONIC GRANULOMATOUS
DISEASE

LS. Sakovich, S.N. Aleshkevich, S.O. Sharapova

Chronic Granulomatous Disease (CGD) is a rare phagocytic disorder involving a reduced nicotinamide
dinucleotide phosphate (NADPH)oxidase complex that results in defective superoxide generation in which phagocytic
cells are unable to kill certain bacteria and fungi after ingesting them.

Aim of study: To investigate the parameters of cellular and humoral immunity in patients with X-linked chronic
granulomatous disease in Belarus.

Peripheral blood 14 boys with the gene mutation CYBB and 67 healthy donors from Belarus was used who were
divided into 2 groups according to age at the time of the study:.

Cellular immunity parameters were carried out by analysis of lymphocyte subsets, using flow cytometry
method. Immunoglobulin levels were determined by nephelometry. For mutation analysis CYBB gene sequencing
was used . All results were processed using methods of non-parametric statistics and compared with healthy controls
(GraphPad Prism 5.0).

A reduction in the percentage of lymphocytes in the peripheral blood (%p=0.009, abs. p=0.7) and increased
level of IgM (p=0.01) were showed in the younger age group of patients with X-CGD showed compared with healthy
control. An increased number of activated T-lymphocytes (%p=0.0001, abs.p=0.04) and B-lymphocytes (%p=0.0081,
abs.p=0.04) were showed in patients with X-CGD older than 3 years compared to healthy donors of the same age.

Isotype-switched (1t group %p=0.04, abs.p=0.2; 2" group %p=0.001, abs.p=0.05) and non-switched (15t
group %p=0.006, abs.p=0.01; 2" group %p=0.003, abs. p=0.02) B-memory cells were decreased in all age groups of
patients with X-CGD, but 4 patients have a normal level of isotype-switched memory B lymphocytes (p=0.12).
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