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PE®EPAT

Junnomnas paboma 60 c., 31 puc., 5 Tabi., 55 UCTOUHUKOB.

Kniwouesvie cnosa: JE®EKTBI AHTUTEJIOOBPA3OBAHUA, CUHAPOM
AKTUBUPOBAHHOM ®OCPOMHO3UTOJI 3-KMHABBI-A | TUIIA, X-
CHEIUVIEHHAA ATAMMATIJIOBYJIMHEMNA, X-CIEITJIEHHBIN
CHUHJIPOM T'HIIEP-IGM, OB BAPMABEJIBLHBINM UMMYHOJIEOUINT,
AYTOUMMVYHHBIE = 3ABOJIEBAHNMA, I'EHETUKA, TIEPBHUYHBIE
NMMVYHOJE®UIINTHBI, AHTUTEJIA, TOJIEPAHTHOCTD.

Obvekm uccredosanus: WCCIENOBAHUE MPOBOJIMIIOCH HAa OCHOBaHUMU
U3YyYCHUS KIMHUYECKMX KapT MAlUEHTOB ¢ JedeKTaMu aHTUTEI000pa3oBaHUs U
ayTOUMMYHHBIMU ~ OCJIOKHEHUsIMU Ha 0Oaze lleHTpa [AeTCKOM OHKOJIOTHH,
reMaToJOTUX U UMMYHOJIOTHH.

Llenv pabomul: BBISIBUTH MEXaHU3M W KIMHUYECKHUE IOKa3aTeNd, KOTOpPbIE
CIIOCOOCTBYIOT BO3HUKHOBEHUIO AayTOMMMYHHBIC TPOSBICHUS Yy TMAalMEHTOB C
nedekTaMu aHTUTEI000pa30BaHHUS.

Memoowl uccnedosanus: cekBeHupoBanue 1o CaHrepy, CTaTUCTHYECKas
00paboTKa TaHHBIX MO0 KJIMHUYECKUM MOKA3aTEIISIM.

llonyuennvie pezyromamsi: B nepuoa 3a  2019-2022 rr. OwuIO
MPOAHATM3UPOBAHO 33 KIMHUYECKUX KapT C YCTAHOBIEHHBIM nuarHo3oMm PID u
AN3. HeoOXOIMMBIMU HCCIEIOBAHUAMH [JIsl JIMArHOCTHKU ayTOMMMYHHBIX
ocnoxxHennit sBisuck: COE, ypoBeHp remoriioonHa u TpoMOomuToB, C-
peakTuBHOTO Oenka, pubpunorena, Ig A, G, M. BrisBlIeHO CHIDKEHHUE MEAUAHBI Y
rpynmnbl aedekTsl antuTenooOpazoBanus no nokazarensm COE, ¢ubpunoren, Ig
A,G. Crenupuyeckue Mapkepbl HE Jald TOJOXKUTENBHOTO pe3ynabTaTa. CambiM
pactipoctpaHéHHbIM  AM3  sBusercss — TPOMOOLMTONECHUSI U JICMKOIEHHS.
[TonyueHHbI€ JaHHBIE MO3BOJISAT YCOBEPIIEHCTBOBATH JUATHOCTUKY ayTOMMMYHHBIX
3a00JeBaHuM IpU AePeKTax aHTUTEI000pa30BaAHMUS.



PODEPAT

Hvinnomnas paboma 60 c., 31 man., 5 Tabm., 55 HCTOYHUKOB.

Knwouaswisi cnoswr: JOD®EKTBI AHTBIIEJIAYTBAPOHHS, CIHIPOM
AKTBIBABAHAU ®OC®OMHO3UTOJI 3-KMHA3BI-A 1 TBIIY, X-
CUDIUVIEHAA ATAMMAIIJIOBYJIMHEMUA, X-CUDIUIEHBI CIHAPOM
['IEP-IGM, AT'YJIbHBI BAPBIABEJIBHACID IMYHAJID®ILBIT,
AYTOIMMYHHBIE 3AXBOPBAHHA, 'EHETBIKA, AHTBILIEJIBI,
TAJIEPAHTHACLIb.

Ab'exm Oacnedasanns: nacieqaBaHHe MPaBoO/I31JIacs Ha MAJACTaBE BHIBYUIHHS
KIHIYHBIX KapT ManbleHTay 3 Ad(eKkTami aHTHIIENayTBApPIHHSA 1 ayTOIMMYHHBIX
yCKIaaHeHHAMI Ha O6a3e L[pHTpa m3insgyail aHkasorii, reMaTaiorii i iIMyHaJIoT11.

Mbma npaywsi: BBISBIIL MEXaHI3M 1 KIIIHIYHBIS MaKa3aHHE, SKis CHPBISIONb
Y3HIKHEHHIO  ayTOIMMYHHbIE€  TIpasiBBl Y  manpleHTay 3 Jaddexrami
aHTUTET000pa30BaHUS.

Memaowl Oacnedseanns: cexkBeHupoBaHue ma (CaHrepy, CTaTbICThIYHAS
ampanoyka JaHbIX Ma KJITHIYHBIX MaKa34YbIKaXx.

Ampoimanvia eviniki: 'y nepbian 3a 2019-2022 rr. 6su10 mpaaHaiizaBaHa 33
KIIHIYHBIX KapT 3 ycrtamsiBaHbiM JsiirHazam PID 1 AIC. HeaOxonHbiMmi
JacienaBaHHAMI ISl ABIATHOCTBIKI ayTOIMMYHHBIX YCKIIAIHEHHAY 3'SyJIdenia: col,
y3pOBEHb Temariiadiny 1 TpaMOanbiTay, 3-prakThlyHara 05Ky, QpiOpbiHareny, Ig A,
G, m.BbIsAyJI€HA 3HIKAHHE MEIBISIHBI ¥ TPYIbl A3(PEKThl aHTUTEI000pa30BaHUs 1a
nakazybikax col, piOpeiHaren,lg A, g. cnienpl(hiuHbI MapKephl HE Jalll CTaHOy4Yara
BbIHIKY. CambiM  pacnaycropkanbiM — Al3  3'synsenua-tpomOoriiToneHiss 1
JeiikaneHis. ATpbIMaHblsl JaHblsl Ja3BOJISIIL  yJacKaHAMIIb AbIATHOCTBIKY
ayTOIMMYHHBIX 3aXBOPBaHHSY MpPbI J3(PEKTaX aHTUTEI000pa30BaAHMS.



ABSTRACT

Diploma thesis 60 p., 31 figures, 5 tables, 55 sources.

Key words: PREDOMINANTLY ANTIBODY DEFICIENCIES,
ACTIVATED PI3 KINASE DELTA SYNDROME, X-LINKED
AGAMMAGLOBULINEMIA, X-LINKED HYPER-IGM SYNDROME,
COMMON VARIABLE IMMUNE DEFICIENCY, AUTOIMMUNE DISEASES,
GENETICS, PRIMARY IMMUNODEFICIENCY, ANTIGEN, TOLERANCE.

Object of study: The study was conducted based on the study of clinical
records of patients with predominantly antibody deficiencies and autoimmune
diseases at the Center for Pediatric Oncology, Hematology and Immunology.

Objective of the work: to identify the mechanism and clinical indicators that
contribute to the occurrence of autoimmune manifestations in patients with
predominantly antibody deficiencies.

Methods: Sanger sequencing, statistical processing of data on clinical
indicators.

The results: in the period from 2019-2022, 33 clinical charts with an
established diagnosis of PID and autoimmune diseases were analyzed. The
necessary studies for the diagnosis of autoimmune complications are: SQOY,
hemoglobin and platelet levels, C-reactive protein, fibrinogen, Ig A, G, M. A
decrease in the median in the group of predominantly antibody deficiencies in terms
of SQOY, fibrinogen, Ig A, G. Specific markers did not give a positive result. The
most common autoimmune diseases are thrombocytopenia and leukopenia. The data
obtained will improve the diagnosis of autoimmune diseases with predominantly
antibody deficiencies.



