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PE®EPAT

Junnomnaa paboma: MonozaboneBanus. HapyiieHuss  KJeTO4YHO-
TYMOPaJIBHOTO UMMYHUTETA y MAIMEHTOB C ayTOMMMYHHBIM
auMdonponudepatuBHbiM cuHapomoM: 40 ctpanul, 5 Tabnui, 8 pUCYHKOB, 45
WMCTOYHUKOB, | MIpUIIOKEHUE.

®enotun, ¢GyHKIUOHATBHBIE MapKEphl, JBaXKIbl HETAaTUBHbIC T-KIIETKH,
UTOTOKCUYHOCTb.

Ilenv  pabomwmi:  VccnenoBanwe  (QPEHOTHNHYECKHMX  OCOOEHHOCTEH
mumponuToB B nepudepuueckoi kpoBu y mnanueHtoB ¢ AJIIIC u 370poBBIX
JIOHOPOB.

Memoovl uccnedosanuii: 1IpoToyHas UUTOMETpUS [JIs1 ONPEACIICHHS
cyononysanuii TMMQOIMTOB, aHalU3 ypOBHEW HMMYHOTJIOOYJIMHOB B IUIa3Me,
CTATUCTUYECKUIN aHAU3 IaHHBIX.

Pezynomamut uccnedoeanuii: ayTouMMYyHHBINH JuMdoriponudepaTuBHbBIN
cuaapom  (AJIIIC)  saBmsieTcs  peIKUM  TEHETHYECKH  OOYCIOBJICHHBIM
UMMYHOJIC(PUIIUTOM C HapyIICHUEM PEryjsiuid UMMYHHON CHCTEMBI, TOMEOCTa3a
JUM(OIUTOB. YCTAHOBJIECHO CHWXEHUE OOIIEro KOJUYECTBA JICUKOIIUTOB Y
nanueHToB ¢ AJITIC o cpaBHeHUro co 310poBbIMU JoHOpaMH (P<0,05), 4To MOXKET
OBITH CBSI3aHO C HAPYIIIEHUEM IMPOIIECCOB UX (OPMUPOBAHUS U co3peBaHMs. Takxe
MOKA3aHO CHI)KEHHUE KoJinuecTBa T-XeNmepHbIX KIETOK B 1,4 pa3za u yBenudeHue
KoJmuecTtBa T-KWIIEepHBIX KJIETOK B 1,34 pa3a mo cpaBHEHHIO CO 3J0POBBIMU
noHopamu  (P<0,05), dYro MOXET CIOCOOCTBOBAaTh Oojiee  BBIPAKCHHOM
[IUTOTOKCUYHOCTH UMMYHHOTO 0TBeTa. HabroaeTcst BeIpakKeHHBIA aKTUPOBAHHBIN
cratyT T-numdonutos: nporeHT aktuBupoBaHHbIX CD3+HLA-DR+T-knerok y
nanueHToB ¢ AJIIIC 3HaYMTENbHO MPEBBIIAET COOTBETCTBYIOIIMI MOKAa3aTeNlb Y
310pOBBIX JOHOPOB B 4,1 pa3 (p<0,05). BeisiBIeHO, YBEIWYCHHUE MPOICHTHOTO
coJiep KaHus KOJIMYecTBa IBaxK bl HeraTuBHbIX T-kietok CD3+CD4-CD8-af TCR+
y nmanenToB ¢ AJITIC 5,5 pa3 o cpaBHenuto ¢ rpynmoit cpaBHenus (p<0,01), uro
MOATBEPAKAAET OCHOBHBIE MOJIOKEHHUS O HAPYILICHUH allONTOTHYECKUX MIPOLIECCOB B
uMMyHHOU cucteme y manueHTtoB ¢ AJIIIC. Takke HaOmomaeTcss TEHACHIUSA K
CHIKEHUIO T-perynsiTOpHBIX KIIETOK, YKa3bIBAIOIIME HA JUCOaTaHC B UMMYHHOMN
perymauuu. B uccienoBaHUM TyMOpPAJIbHOTO 3BE€HA MMMYHUTETAa YCTAaHOBIICH
noBbIIEHHBIH TUTP [gA B 2,3 pa3a mo CpaBHEHUIO C 3I0POBBIMHU JOHOpaMU
(p<0,05), uTto mMOAUEpKHBAET HAPYIICHHUS B T'yMOPaJbHOM HMMYHHOM OTBETE U
MOXET YKa3bIBaTh HA AKTUBAIIMIO MYKO3aJIbHOTO0 UMMyHHUTETa y nanieHToB AJITIC.

Oobnacms npumenenus: MeIUIIMHA, OUOJIOTHS, 0Opa30BaHHE.



ABSTRACT

Graduate work: Monodiseases. Violations of cellular humoral immunity in
patients with autoimmune lymphoproliferative syndrome: 40 pages, 5 tables, 8
figures, 45 sources, 1 application.

Phenotype, functional markers, double negative T cells, T regulatory cells,
FAS receptor, cytotoxicity, immunoglobulin A.

Purpose of the work: To study the phenotypic characteristics of lymphocytes
in peripheral blood in patients with ALPS and healthy donors.

Research methods: Flow cytometry to determine lymphocyte subpopulations,
analysis of plasma immunoglobulin levels, statistical data analysis.

Research results: Autoimmune lymphoproliferative syndrome (ALPS) is a
rare genetically determined immunodeficiency with dysregulation of the immune
system and lymphocyte homeostasis: a decrease in the total number of leukocytes
was found in patients with ALPS compared to healthy donors (p<0.05), which may
be due to disruption of their processes and climate formation. A 1.4-fold decrease in
the number of T-helper cells and a 1.34-fold increase in the number of T-killer cells
compared to healthy donors was also shown (p<0.05), which may provide a more
pronounced cytotoxicity of the immune response. A pronounced activated status of
T-lymphocytes is observed: the percentage of activated CD3+HLA-DR+T-cells in
patients with ALPS significantly increases the corresponding figure in healthy
donors by 4.1 times (p<0.05). It was revealed that the percentage of multiple
negative T cells CD3+CD4-CD8-aBTCR+ in patients with ALPS increased by 5.5
times compared to the reference comparison (p<0.01), which confirms the main
provisions about the disruption of apoptotic processes in the immune system in
patients with ALPS. There is also a trend toward decreased T regulatory cells,
indicating an imbalance in immune regulation. In the course of the humoral
immunity, an increased IgA titer was established by 2.3 times compared to healthy
donors (p<0.05), which causes disturbances in the humoral immune response and
may indicate activation of mucosal immunity in patients with ALPS.

Applications: medicine, biology, education.



PODEPAT

vinniomnaa  npaya:.  Mona3axBopBaHHl.  [lapynmHHi  KiIeTkaBa-
rymapajibHara iIMyHITATYy ¥ malpleHTay 3 ayTOIMMYHHBIX JiMdanparidhepaTblyHbI
cingpomam: 40 ctapoHak, 5 Tabuii, 8 MamtoHkay, 45 kpbIHil, 1 qagaTak.

®deHatbll, GYyHKIBISHATBHBISI MapKephl, ABONYBI HEraThIYHbIA T-KieTki, T-
pAryJATapHbIA KIeTKi, FAS-pa1pnTap, mplTaTakciyHacilb, iIMyHarmadysiH A.

M>ma npaywt. JlacnenaBande (eHaTwimiyHae acabiiBacusgy JiMdanpitay y
nepbidepbrunaiil kpoiBi ¥ nanpsienTay 3 AJIIIC 1 37apoBbIx 1oHapay.

Memaowt Oacnedasannay. IlpatouHas UBITAMETPHIS I BbI3HAUDHHS
cyOmamyysiiplid  gimdaneiTay, aHami3 y3poyHsY iMyHarjnaOyjiHay y IUIa3Mbl,
CTaTBICTBIYHBI aHAMTI3 JaA3EHBIX.

Buiniki oacneoaeannay:. AytoiMMyHHBIN JiM@anpanidepaTblyHbl CIHAPOM
(AJITIC) 3'synsenma paJaKiM TeHEThIYHA aO0yMOYIJICHBIM IMyHamdQilbpiTaM 3
MapymdHHEM PATYJIALbll IMyHHAH CICTAMBI, raMeacTasy JiMdaipitay: YcTaHoyieHa
3HDKIHHE aryJibHal KoJIbKaclll Jiekanpitay y nanpsieHTay 3 AJITIC y napaynanHi ca
3mapoBbiMi  oHapami  (p<0,05), i ¢dapmaBanHe kiimaTy. Takcama maka3aHa
3HDKIHHE KoJIbKacIll T-xennepHbIx kieTak y 1,4 passl 1 maBeniudHHe Kojbkacii T-
KiJIepHBIX KileTak y 1,34 pa3sl ¥ napayHaHHi ca 3qapoBbiMi goHapami (p<0,05), mro
MOKa 3a0siCIIeUbIllb OOJBII BBISIYJIEHYI0 ITUTOTOKCHMYHOCTh IMyHHara ajkasy.
Hazipaemia BbIpaxkaHbl aKTUPOBaHHBIA craryc T-mimdarpitay: mpampdHT
aktbiBaBaHblx CD3+HLA-DR+T-knerak y manpientay 3 AJIIIC 3Hauna naBsuiiuBae
a/MaBeIHbl TaKa34blk y 37apoBbiX ngoHapay y 4,1 paser (p<0,05). Beisynena,
MaBeJIYdIHHE MpalPHTHAra 3MEeCTy KOJBbKACIll IIMaTpa3oBa aaMOYHBIX T-KieTak
CD3+CD4-CD8-apTCR+ y mamsientay 3 AJIIIC y 5,5 pa3zoy y mapaynanui 3
napaynanHem napayHauas (p<0,01), mTo marBspakae acCHOYHBIS MaJakdHHI ad
NapyldHHI anmanTaTblYHBIX TMparpcay y iMyHHail cictame Y nansiertay 3 AJITIC.
Takcama Hazipaeria TIHIPHIBIS Ja 3HDKIHHS T-porynsTapHbBIX KIIETaK, sKas
nmaka3Bae Ha JpIcOajaHC IMyHHall poryJsnbli. Y XoA3e rymapajibHara 3BsHA
IMYHITATY YCTaHOYJeHbl naBblmaHbl THITp IJA ¥ 2,3 pasbl ¥ mapayHaHH1 ca
3napoBbiMi  oHapami (p<0,05), mTO BBIKIIKAe MapyIIdHHI Y TyMapajibHBIM
IMyHHBIM aJIKa3e 1 MO’Ka CBEAYblllb a0 akKThIBaIbli MYyKO3Hara IiMyHITATY ¥
nanpsientay AJITIC.

Boénacuw yscvieanna: MenpIbiHa, O157I0T1S, aTyKaIlbIs.



