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PE®EPAT

Aunnomnaa paboma. BOCCTaHOBIEHHWE TEMONO33a Yy IIAIUEHTOB C
NEPBUYHBIMH ~ HMMMYHOJAE(MUIUTAMH  TOCJIE€  AJUIOTEHHOW  TpaHCIIAaHTAlUU
TeMOIIOATUYECKUX CTBOJIOBBIX KJIETOK: 54 cTpanullpl, 13 pucyHkos, 4 tabnuisl, 48
UCTOYHUKOB.

[TEPBUYHBIE NMMVYHOIEOULIUTHI, AJIJIOTEHHAA
TPAHCIUIAHTALIMA TEMOIIOOTUYECKMX CTBOJIOBBIX KIIETOK,
XUMEPU3M, IIOJIMMEPA3HASA LEIMHASA PEAKIUMUA STR U INDEL,
[TPOTOYHAS HUTODIIIOOPUMETPUA, IETHU.

Ileny Ounnommuon padomel. WUCCIENOBATH IPUKUBIECHUE JOHOPCKHX
CTBOJIOBBIX KJIETOK (XMMEpU3M) U MPOAHATU3UPOBATH HMMYHOJOTHYECKOE
BOCCTAHOBJICHHE Yy MAllMEHTOB C MEPBUYHBIMU HMMYHOACPHUIIMTAMH  IOCIE
anorenHoit TI'CK.

Memoowvt uccnedoeanua: njis OLEHKH JOHOPCKOTO XHMMepH3Ma B paboTte
UCITIOJIB30BAIMCh MOJIEKYJsipHO-reHeTnyeckue Metoasl (ITLP B peanbHOM BpeMeHn
no mapkepam InDel, mynprurnekcuas [P KOpoTKuX TaHAEMHBIX TOBTOPOB), JUIS
OLICHKM  HMMMYHOJIOTUYECKOTO  BOCCTAaHOBJIEHUSI — TEXHUKY MPOTOYHOU
UTO(DIFOOPUMETPHUH.

Ilonyuennvie pesynomamot u ux HOGU3HA: B pPaOOTE BBISBICHBI
OCOOCHHOCTH JIOHOPCKOTO XUMEpHU3Ma II0CJIE€ aJJIOTEHHOW TpaHCIIaHTaluu
reMONO3TUYECKUX CTBOJIOBBIX KIETOK (auioTI'CK) y manueHToB ¢ nmepBUYHBIMU
ummynoaepururamu (ITAJT).

B wuccnenoanune BrmoueHbl 9 mnanumentoB ¢ IIM]J] ¢ mnpoBeneHHOM
aoTI'CK). Bocemn (88,9%) mamuentoB momyumiu RIC, omHomy (11,1%)
naimenty ¢ TKHWH (T-B+NK+) Opma mnpoBemeHa TpaHCIDIaHTarus 0Oe3
IPEABAPUTEIILHOIO PEKUMA KOHIULIMOHUPOBaHU. Mennana Bo3pacta NalueHTOB
Ha MOMEHT TpaHciurantanuu coctapmwia 1,9 (0,8-26,2) roma. Tpu mnammenra
yMepiHu OT MHPEKIMOHHBIX OCIOXHEHU, BCE OCTaJbHBIC MAIlMEHTHl HAXOIATCS B
pemuccuun 6€3 MPU3HAKOB OCHOBHOTO 3a00JICBaHUSI.

Taxum obpaszom, y 7 (77,8%) manmenToB yaaiock gocturayth [1JIX B I1K, B
toMm uucine y 7 (87,5%) m3 8 ¢ RIC. ¥V 2 (22,2%) mamueHTOB Ha0JIF01aI0Ch
nuTensrHoe nepcuctupoBanune CX.

Ooénacmo npumenenus. O6pa3oBaHue, MEIUINHA.



PODEPAT

Jlvinnomnan paboma. AnHayneHHe Temarnalsa ¥ mambleHTay 3 nepIiacHbIMI
iMyHaIPdIBITaM]1 TIACTs ajareHHal TpaHCIIAHTAaIlbll TeMara3ThIYHbIX CTBAJIOBBIX
Kierak: 54 craponak, 13 manmonkay, 4 Tabminpl, 48 KpPBIHIIIL.

[TEPIIIACHbIA IMYHAID®ILBITHI, AJIATEHHAA
TPAHCIUUVIAHTALIBIA T'EMAITADTBIYHBIX CTBAJIOBBIX KIJIETAK,
XIMEPBI3M, TTAJIIMEPA3HAS JIAHIIYI'OBAS POAKIIBIA STR I INDEL,
[TPATOYHAS LIBITAGIIIOAPAMETPbBIA, A3ELL.

M>sma pabomoi: nacienaBaib TPHDKBIYIEHHE TOHAPCKIX CTBAIOBBIX KIIETAK
(xiMeppI3M) 1 TIpaaHaji3aBallb IMYHaJariyHae ajHayJIeHHe ¥ TMaibleHTay 3
nepriacHbIM1 iMmyHamRdieITami nacins anarennaii TT'CK.

Memaodwt dacnedasannsa: N alPHKI JIOHapckara Ximepsidma ¥ pabolie
BBIKAPBICTOYBAJICs MajeKysipHa-reHeThIuHbIsl MeTa bl (ILJIP y pranbHbIM yace na
Mapkepax InDel, mynbreimekcHas [IJIP kapoTkiX TaHAEMHBIX maytopay), s
aIPHKI IMyHaJariyHara aJiHayJIeHHs — TOXHIKY MpaToyHai 1pITadroapaMeTphli.

Ampoimanvia eviniki i ix Hagi3na: y padoIe BBIAYJICHBI acabiiBacIll
JOHapcKara XIMeppI3My Taciisl aJlalreHHAW TPaHCIUIAHTAIbli TeMana’ThIYHBIX
ctBanoBbix kierak (anaTl’CK) y mampleHTay 3 mepriacHbIMi iMyHaad¢ilbITaMi
(ITL).

VY nacnenaBanne yxiarouanbl 9 amaTI'CK y manpienTay 3 IT11. Bocem(88,7%)
nanpienTay arpeiMaii RIC, agnamy (11,1%) mamsienty 3 TKIH (T-B + NK +)
ObL1a paBe3eHa TpaHCIUTAHTAIBIS 0e3 MarspdIHsTa PIKBIMY
KaHJBIIbITHIpaBaHHs. MeaplsHa Y3pOCTy mampleHTay Ha MOMAaHT TpaHCIUIaHTAIlbli
cknama 1,9 (0,8-26,2) roma. Tpel manpleHTa mamepii aja  1HQEKIBIMHBIX
YCKJIaTHEHHSY, yce acTaTHiS MalbIeHThl 3HaXoa3siia 0e3 MPBIKMET acHOyHara
3aXBOPBaHHS.

Takim ubHam, y 7 (77,8%) mampieHTay arpbIMayiacsi JacsrHYIb MOYHara
nonapckara ximepesmy (ITX) y IIK, y temm niky ¥ 7 (87,5%) 3 8 3 RIC. V 2
(22,2%) narpieHTay Hazipanacs qoyrae MepCiCThIpaBaHHE 3MeEIaHara XiMmepbhi3My
(3X).

Bo0sacub npbIMAHEeHHs. AyKalblsl, MEIbILbIHA.



ABSTRACT

Graduate work: The restoration of hemopoiesis in the patients with primary
immunodeficiency after allogeneic hematopoietic stem cell transplantation
performed: 54 pages, 13 figures, 4 tables, 48 sources.

PRIMARY IMMUNODEFICIENCES, ALLOGENEIC HEMATOPOIETIC
STEM CELL TRANSPLANTATION, CHIMERISM, POLYMERASE CHAIN
REACTION STR AND INDEL, FLOW CYTOMETRY, CHILDREN.

The purpose of the graduate work: to investigate the engraftment of donor
stem cells (chimerism) in the patients with primary immunodeficiencies and to
analyze the immunological recovery in the patients after allogeneic HSCT
performed.

Research methods: In graduate work, molecular genetic methods (real-time
PCR for InDel markers, multiplex PCR for short tandem repeats) were used to
evaluate donor chimerism. Flow cytofluorometry was used to assess the
immunological recovery.

The results obtained and their novelty: the features of donor chimerism
after allogeneic transplantation of hematopoietic stem cells (alloHSCT) in the
patients with primary immunodeficiencies (PIDs) were revealed.

The study includes 9 alloHSCT in patients with PIDs. Eight (88.9%) patients
received RIC. One (11.1%) patient with SCID (T-B + NK +) underwent
transplantation without prior conditioning regimen. The median age of the patients
at the time of the transplantation was 1.9 (0.8-26.2) years. Three patients died from
infectious complications. All other patients revealed no signs of the underlying
disease.

Full donor chimerism (FDC) in the PB was achieved in 7 (77.8%) patients,
including 7 (87.5%) of 8 with RIC. Prolonged persistence of mixed chimerism
(MC) was observed in 2 (22.2%) patients.

Application area. Education, medicine.



