KonbueBble MoJieKynbl

T- n B-KN1IeTOYHOro
peuenTtoposB (TREC/KREC)

B AMPPepeHLMansHOW OnarHOCTUKe
NePBNYHbBIX UMMYHOAEPULINTOB

AHHoTauumA. CHuxxeHue yHKUUOHAbHbIX T- U B-numgouyumos
CAYKUM OUAzHOCMUYecKUM Kpumepuem 0718 NEPBUYHbIX UMMYHO-
depuyumos. Koseuessle cmpykmypsl TREC u KREC ucnons3yiomca
0718 8blABMEHUA IUM@PONeHUU T- Unu B-knemok y HOBOPOXOEHHBIX.
Asmopamu nokazaro, Ymo kosudecmaso TREC u KREC cHuxeHo
JIU60 He demekmupyemcs NPU MAXe bIX KOMOUHUPOBAHHBIX UM-
MyHoOeguyumax, cuHopome Hudime2eH u amakcuu — meneaH2uo-
3KMA3uu, 4Ymo ConoCcmMAasuMOo C pesysiemamamu UMmMyHogpeHomu-
NUPOBAHUA. Y nayueHmos ¢ aeammaznobysuHemued ycmaHoseseHel
Huskue nokazamenu KREC. [pu xpoHuyueckol epaHynemamosHod
60ne3HU yMeHbLeHUA NoKasamernet KosibUesblx MOJeKy/

He Haboanoce. Cmamucmuyecku 3Ha4umsie pazauyus No ux
YPOBHAM OOHAPYKeHbI NPU UMMYHHOU 0UCpe2yIayuu, Ymo CeA3aHO
C HapyweHuem IuMpoyUM-peyenmopHo20 penepmyapd.

KnioueBble cnoBa: nepguyHsiti ummyHoOeuyum, Kosbuegele
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epBuuHble MMMyHOmeduuuTer (ITN]T) -
BPOX/j€eHHble HapyILIeHN MMMYHHOI
CUCTEMBI, 00YC/IOBIeHHBIE TeHeTYeCKVIMMU
nedexTaMm, KOTOpbIe IIPUBOISAT K TsDKe-
JIBIM XpPOHMYECKVIM ¥ 9aCTO ONIACHBIM /1A
KU3HM VMH(EKIIVIOHHBIM 1/VI/IN Ay TOVIM-
MYHHBIM IIpOLeCcaM IIpJ HECBOEBPEMEHHOI AMaTrHOCTVIKe
u nedeHyu. Ilo mocnegHNM FaHHBIM MEXYHAPOZHOTO
coro3a uMmmyHonorndeckux oomects (IUIS), HacunTel-
BaercA 354 HanMeHOoBaHMA pasnn4HbIX IIV]I, KoTopble
OmpenensoTcs 344 reHHBIMM leheKTaMu € BeCbMa pa3Ho-
00pa3HbIM CIIeKTPOM (PeHOTUIIYECKUX IPOSB/IeHNIT [1].
B ocHoBy knaccuduxkanun [TV momoxxeHo mopa-
YKeHJe TOTO VIV MHOTO 3BeHa UMMYHHOII CUCTeMBl. bo-
7iee TIOJIOBVMHBI CTTy4aeB CBS3aHO C HEIOCTaTOYHOCTBIO
NpOAYyKUMY aHTUTEN, Ha fonto IIV]I ¢ yeTko ompepe-
JIEHHBIM CMHZPOMOM Ipuxopurcsa 12,9%, Ha ayToBOC-
nanuTenbHble 3a00/eBaHus — 7,1%, Ha KOMOMHMPOBaH-
Hble UMMYHORePULUTHL, AePeKThI CUCTeMBI (parouTo-
3a ¥ KOMIIOHEHTOB KOMII/IeMeHTa — 110 5%, Ha 60/1e3HN
MMMYHHOI fucperynanun — 2,9% [2].
Pacrymiee ¢ KaXx/IbIM TOOM KOTMYECTBO NMAI[MEHTOB
C HepBUYHBIM UIMMYHO[IeDUIMTOM CBUJIETETbCTBYET
0 COBEPIIEHCTBOBAHNN OMATHOCTUKY, aKTUBHOM BHe-
OpeHNM B KIMHNYECKYI0 IPaKTUKY MHHOBALVIOHHBIX
METOMIMK, a He O IOBbIIeHNy 3aboeBaeMocTu. Tak, MH-
HOBAIMIOHHA TeXHOJIOTUA CeKBEHMPOBAHNA CIEAYIO-
miero nokonenusa (NGS) mama BO3MOXKHOCTD UCCIIENO-
BaTb OTHOBPEMEHHO 0 365 T€HOB VN LIEJIbIN 9K30M.
YMeHblIlleHe BpeMeHU ¥ CTOMMOCTH 110 CPaBHEHUIO
CO CTaHAAPTHBIM I'eHeTUYeCKUM TeCTHMPOBaHEM I10-
3BOJI€T HAUMHATD JIeYeHVe PaHbIIIe.
OpHaKo fake IOC/Ie MHOXKECTBA BapMAHTOB I'eHETH-
YeCKUX U KIMHNYIECKUX UCCIeJOBAHMIT OOMBIIMHCTBO
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cry4aes ITM]] ocraerca 6e3 nyarHosa. CormacHo I1o-
6a7TbHOMY OTYETY O MEePBUYHBIX MUMMYyHOAePUIUTAX
2018 r., ;uarHOCTMPOBAaHO 60oIee 94 THIC. HOBBIX C/TyYa-
eB 3aboreBaHus: 7,38% — y maiueHToB B Bo3pacTe jo 1
roga, 17,4% — or 1 go 4 nert, 38,4,% — ot 5 1o 19 net (uto
TOBOPUT O IIpoOJieMe paHHell AVMarHOCTUKM 3abomeBa-
H1A); 0Koo 40% mereit mornbaer 10 HOCTAHOBKY JIMa-
THO3a 1 Havyasia Tepanuu [1].

Hawu6onee crnoxubrit Bapuant [TV]] - TsKeblit KOM-
6unnposanubiil uMmyHopeduuut (TKIVH), Bxmouaro-
NI OKOJ/IO 14 He3aBMCUMBIX TeHeTMYEeCKIX COCTOSHMI,
Ka>kJIoe 13 KOTOPBIX IPUBOAUT K Cepbe3HBIM JeeKTaM
KJIETOYHOT'O U I'YyMOPajIbHOrO UMMYHuUTeTa. IIpy aTom
Hab/ogaeTcst TMMQOIEHNs C Pe3KUM CHYDKEHMEM OT-
HOCHUTE/IBHOTO ¥ aOCOMIOTHOTO KonmudecTsa T-mumMdornn-
TOB; YPOBeHb B-mnMdonnToB MoxeT ObITh B HOPMe U/IH
IPEBBILIATD €€, HO UX (PYHKIMA 3HAYUTE/IbHO Hapyllle-
Ha, YTO TpeOyeT JOIIOTHUTETbHOTO TeCTUPOBaHMA [3, 4].

Hapsany c uMMyHOQeHOTUIIMPOBaHNEM B IIOCTIEHEe
mecATUNeTHE IPOBOANTCA CKPMHMHT HOBOPOXK/IEHHDIX
Ha [IM]] c npuMeHeHeM YHUBepCalIbHOTO Mapkepa T-
u B-xnetounsix ummynogepunuros - TREC 1 KREC
(T-cell receptor recombination excision circles, kappa-
deleting recombination excision circle). 9To Tak Ha3bI-
BaeMble 9KCIVM3MOHHbIE KOMbla, 00pasyoluecs B pe-
3y/IbTaTe PeapaH>XMPOBKU reHoB - 1 B-KieTouHOro
pelienTopa, rje 4acTb reHeTU4YeCKOTro MaTepuana Bbl-
pe3aeTcs 1 OCTaeTCsl B TeHOME, a YacTb 3aMbIKaeTCs
B BIJie KOJIbI]A ¥ CTTYKUT MapKepOM COOTBETCTBYIONINX
numdouuTtos [5-7]. TREC u KREC npepncrasnsior co-
6011 HexpomocomHble yuacTky JJTHK, koropsie He pe-
IIMIUPYIOTCA B IIPOIleCcCe MUTO3a, B pe3y/IbTaTe Yero
TREC ocTaercs TONMbKO B OFHOI U3 HOYEPHUX KIIETOK.
Konbuesnie crpykrypsl TREC 1 KREC xapakrepHbl
A HauBHBIX T- 1 B-xmeTok nepudepnaeckoit KpoBuL.

B 1998 1. Douek u coaBT. BriepBble IPOXEMOHCTPU-
posany, uto TREC cnenndnyen gnsa HanBubIx T-Kite-
TOK U OIIMCAaNM UX CHUKEHUE — Y 3TOPOBBIX JIIOfiel
BospactHoe u npu BUY-undexnun. B 2005 r. K. Yan
u Jx. ITak (CIIA) npepmoxxnau ucronbzoBatb TREC
B KauecTBe CKpyHMHTOBOTO Tecta Ha TKVIH. IlepBoe
NNJIOTHOE MCcaemoBaHme Hadanoch B 2008 r. B IllTa-
Te Buckoncun. IlporpaMMa cKpMHMHTA HOBOPOXK/IEH-
Hbix Ha [IV]] Ha ocHoBe TREC/KREC BHefpena yxe
B 50 mrarax CIIIA, 6marogapsa yeMy eXKerogHoO OKO-
710 12 ThIC. fleTel NONYyYal0T CBOEBPEMEHHOE aJleKBaT-
Hoe yiedeHue [8, 9]. TaHHBIIT METOJ, IIO3BOJIAET OLEHUTD
3P PEeKTUBHOCTD reHepaluy TMMQOLNTOB U MOIOTHe-
Hle ITy/Ia nepudeprdecKux KJIeToK co cPopMUpOBaH-
HBIM peLlelITOPOM, PaclO3HAIomNM aHTHTeH. [lokasaHa

nenecoobpasHocTs onpenenenuss TREC pas ananusa
MOpaXkeHNII KJIETOYHOTO ¥ TyMOPa/IbHOTO 3B€HA UMMY-
Huteta ipu [TM]] [10-13]. [’maBHbIe KpuTepuy, Ipenb-
SIBJIsIeMble K CKPMHVHTOBOMY TeCTY: IIPOCTOTA IIOCTa-
HOBKM, CKODOCTb ITOTTy4e€HM s pe3y/IbTaTa, BbICOKas IPO-
U3BOIMTENbHOCTD U JiellIeBU3HA.

Llenp HacTosAIIero UCCNefOBAHNA — OLEHUTD IU-
arHOCTMYECKYI0 3HAaUMMOCTb KOJIbLIEBBIX CTPYKTYP
TREC u KREC y nanueHToB ¢ pasnu4HbIMU BapUaH-
TaM¥ HePBUYHBIX IMMYHOZIePUIINITOB.

OO6BeKTOM MCCIeOBaHU S TIOCTY XV 75 06pa31ioB
IOHK nepudepndeckoit kpoBu 51 Manpunka u 24 neBo-
JeK (MefMaHa Bo3pacTa — 4,16 rofia) C yCTaHOB/IEHHBIM
[IMaTHO30M «II€PBUYHBI UMMYHOAE(PUIUT», KOTOpbIE
npoxoavu obcnegoBanme B Peciy6nmmnkaHcKOM Hayd-
HO-TIPAKTMYECKOM IIeHTpe [JeTCKOJl OHKO/IOTMU U Te-
Maronorun. Y 7 manueHToB auarHoctuposaH TKVH,
y 13 - aTakcuA-TeneaHTNO3KTasusA, y 14 — cuHgpoM
Huiimeren, y 14 — arammarno6ynnuemus (ATE), y 8 -
XpOHMYecKas rpaHyneMaTosHas 6onesub (XI'B), y 9 -
cuHzapoM Buckorra — Onppuya, y 10 — 601e3Hu um-
MYHHOI JUCPeTYIALUNL.

J7151 ycTaHOB/IEHU A IPaHNIIBI HOPMA/IbHBIX 3HAUEHNI]
TREC u KREC 6111 ipuBiedeHs! 53 goHopa nepude-
puyecKoil KpoBM B BodpacTe oT 1 jHsA o 15 et (Menu-
aHa 9 j1et). 3a HOpMy IprHMUMaNoch copepxanne TREC
6omnee 1000 xommit u KREC 60nee 500 konnmit Ha 1 MiTH
MOHOHYK/IeapoB Iepudepudeckoit Kposu [14].

Ha y4yacTre B McciaeJoBaHNM OT BCeX IAllIEHTOB
VWIM UX TIPeACTaBUTeNeil OBIIO IMONTy4eHO MHPOPMIU-
pOBaHHOE coracue.

CyOnonynAnuoHHbI cOCTaB TMMQPOLNTOB OIpe-
fessiy npu nmomoinu nuTodnyopumMerpa Navious
(Benmnkob6puTaHMs) B COOTBETCTBUU CO CTAHIAPT-
HOJ mumarHoctmdeckon maHenpbio: CD3+, CD3+HLA-
DR+, CD4+CD8-, CD4-CD8+, CD19+, CD16+CD56+,
CD3+CD16+CD56+, CD3+CD4+RA+, CD3+CD8+RA+.
JJOTIOTHNTENTbHO OLleHVBa/IM KOIMYeCTBO PaHHUX THU-
muueckux murpantos (RTE) CD4+RA+CD31+. Vc-
I10JIb30Ba/IV MOHOKJ/IOHA/IbHbIE aHTHUTena Xbio (Uexus).

Konnuecrso xonuit TREC n KREC onpepgens-
I METOJOM HouMepasHo-LenHoi peakuuu (I1LIP)
B peXXJUMe peajIbHOTO BpeMeHU Ha aMIINQUKATO-
pe CFX96 (CIIA). MaTpuueit cl1y>kuna reHOMHas
JHK manueHToB, BEyTPEHHUM KOHTPOJIEM — T€H aJlb-
6ymun (ALB). [l KonmM4eCTBEHHOI OL[EHKYU MM-
HIeHel Opany cepuiiHble pasBefeHNs TMHeapU3n-
posannoi nmnasmupgaon JHK co BcraBkamu TREC,
KREC, anb6yMnH COOTBETCTBEHHO C KOHI|eHTpaluei
104, 10%, 10%, 10° xommuit B 5 M. Yncno xonnit TREC
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ATE - arammarno6ynuHemus, TKUH - Taxenbiit KOMOMHMpPoBaHHbIN mmyHoaeduunt, HC — cuHapom HuiimereH, AT — aTakcua — TeneaHrmosKTasums,
NAC - 6one3Hn ummyHHOM aucperynaummn, BOC - cunppom BuckotTta — Onapuya, XI'B - xpoHnyeckas rpaHynemaTtosHas 60ne3Hb

Pucyrok. Meauana konuuectsa konuit TREC (A) n KREC (b) y goHopoB 1 naumeHToB ¢ pa3Hbimin dopmamu MUL; * — p<0,05, ** p< 0,01

u KREC Ha 1 MJIH K/IeTOK paccunThIBanIoCh 1o popmyre:
1000000 x cpennee TREC (KREC) / cpennee ALB/2.

Peaximonnas cmech cocrosina n3 12,5 mxn Taq Man
Master Mix (CIIIA), 6,25 MK BOZbI ¥ CTOKA IIPaiiMepOB
C KOHIIEHTpaIueil 6 IMOJIb /1A IPAMOTO ¥ 0OpPaTHOTO
IpaiMepoB 1 4 IMO/b A1 GIyOPUCIIEHTHON IPOOBDI.
[TocTaHOBKA OCYIeCTB/IANACH B yOnaxX. [laHHbIe aHa-
NIN3MPOBAJINCDH C IPYB/IEYEHNEM IIPOIPaMMHOro obe-
cnievenns Real_time RCR Data Analysis.

CraTucTyeckyio o6paboTKy IIpOBOAMIN C IIOMO-
mblo nmakera Statistica 8.0. Iy cpaBHeHMA aKcIepu-
MEHTA/IbHBIX TPYIII NPUMEHIN KpuTepnuii MaHHa —
YurHu. CTaTucTUYecKy 3HAYMMBIMM CUUTAJIN Pasyiu-
yns npu p<0,05. IlonydyeHHbIE JaHHDIE IPECTABIECHbI
Ha PUICYHKe.

Bxrouennble B mccimegoBanme naimentsl ¢ TKIMH
XapaKTepU30Ba/IUCh PasHbIMY (EHOTUIIAMY U MMe-
mu myTanyy B reHax IL-2RG, FOXN1, RAGI. [ledexr
B HUX O710KMpyet pazsurtue T-mMM¢ponuTOB, 4TO CO-
npoBoxziaercs T-knertouHoit numdonennent. Menua-
Ha 3Hauenuit TREC coctaBuna 0, KREC - 25 konuit
Ha 1 MJTH K/IeTOK Tepudepndeckoir Kpou. Y malueH-
TOB Habmofancs rnybokuit gepuuut T- u B-kreTok.
Tonpko y ogHOTO 4esoBeka ¢ UMMyHOpeHoTHIIOM T+B-
NK- xomaectBo CD3+ mpessitnano HopMy (92,3%), ox-
HAKO 9TO He TOBOPUT 00 X (PyHKIIMOHATBHOI aKTUB-
HOCTH, YTO IO[TBEPK/JAETCSA HU3KMUM COflep>KaHVEM
konuit TREC. KonnyecTBo paHHUX TUMUYECKUX MMU-
rpantoB CD4+CD45RA+CD31 Takxe ObI/I0O HU3KOE
(Memmana - 5,9%). [Ipu cpaBHEHMM KONMYECTBA TUMMU-
yeckux MurpanToB u konuii TREC ycTaHoBneHa BbI-
cokas npsamas koppensuus (R=0,92, p<0,05). O6napy-
JKeHa o0Ijas TeH/IeHIM A K KpaliHe MajIbIM 3HaUeHMAM

TREC y naunenTos ¢ TKVMH. Copepsxanue xormmit TREC
u KREC 651710 0CTOBEpHO MeHbllle HOPMAaTVBHbIX 3Ha-
YeHUI1, ONpefle/IeHHBbIX B KOHTPOJIBHOI TPYIIIIe 3[J0PO-
BBIX JOHOPOB (p< 0,01).

Y mauueHTOB ¢ araMmMmarnoOyanHeMmuelt bpyToHa,
BbI3BAHHOM MYyTaluel B FeHe BTK, xonn4yecTBO KON
TREC 651110 B HOpMe (32 UCKITI0OYeHMEM 4 MICCTIe[yeMBIX,
y KOTOpBIX OHO 6b1710 MeHbIe 1000). [Tockonbky 9TOT
nedeKT 00yCIOB/IeH NePUIMTOM I'yMOPaNTbHOTO 3Be-
Ha UMMYHUTETa BCIEACTBIE 6/10Ka I depeHpos-
K11 B-muM¢onnTos, y manyeHToB JaHHON IPYIIIBL ObI-
no menee 500 xormit KREC (Me 24,5). Menuana npo-
LEHTHOTO cofep>Kauus B-numdounTtos cocraBuna 0,
abcomoTHoro — 0,1x10°/1. Pasnuuus yposueit TREC
1 KREC 1o cpaBHeHMI0 CO 3T0POBBIMY JOHOPaMM CTa-
TUCTUYECKN JOCTOBEPHBIE (CM. PUCYHOK).

B rpynmne manuenToB ¢ cuagpomom JIyn — bap (ze-
¢dext B rene ATM) u cunpgpomom HutimereH (medext
B rede NBN) konnuectBo xonuit TREC u KREC 65i-
710 JOCTOBEPHO HIDKE IO CPAaBHEHMIO C KOHTPOJIBHOM
TPYIIION.

MyTtanuu B reHax ATM u NBN npuBojAT K ABY-
HuTeBbIM paspsiBaM JTHK B mpouecce pekoMmbuHa-
LUV T€HOB MMMYHOITIOOY/IMHOB 1 T-K/IeTOYHOTO pe-
nenropa. BeencTeme aToro HabmogaeTcsa CHIDKEHME
(YHKIIMOHAIbHOM aKTUBHOCTM T-K/IeTOK U Hapylle-
HIle aHTUTe/I000pa30BaHMSL.

Cpenn HabmopaeMbIx ¢ fedexramn pernapaunu JHK
y 8 manueHTOB C cuHApoMoM Jlym — bap ormedanach
T-xnerounas mumdonenus. Menuana snadenuit TREC
Ha 1 MJIH KJIeTOK IepudeprdecKoit KpoBy cocTaBuIa 299
kormit, KREC - 209. MepiaHa 10 OTHOCUTETIBHOMY 1 a6-
conmoTHOMY copiep>xanuio CD3+ mumdountos - 45,25%
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u 0,81x10°/11, cooTBeTCTBEeHHO. B-K/1eTounast numdorre-
HIA BBIABJIEHA Y 5 manuenTos (Me 4,6). AHa/IOTMYHbIe
pesynbratrsl (cHmxeHue TREC n KREC) onucans! B pa-
6otax Kraus M. et al. u Kwan A. et al. [15].

ITpn puarnose «cuHApoMm Huiimeren» Obl1o Hu3-
Koe 100 He IeTeKTUPYyeMoe COfiep)KaHue KOl KaKk
no mumedn TREC, tak u KREC (Me 0 u 7 xonmuii co-
OTBETCTBEHHO). T-KeTouHas numdornenns Habmona-
mach muib y 2 gen.: CD3+ (Me 45,8%). OgHako Komu-
yecTtBo TREC 1 KREC 6b110 HU3k1M 60see yem B 70%
cnydaeB. Hamuble CD4+ T-muMonnTe! MeHbIIe HOp-
MBI (Me 4,4). [Toxoxxye pe3y/IbTaThl IONTyYeHbI U PYTU-
MM aBTOpPaMU: B IPOCIIEKTMBHOM MCC/IelOBAHNY I'PYII-
bl manueHToB ¢ cuappomoM Huitmeren TREC 6b1n
CHIDKEHBI y 63% nanyeHToB, KREC -y 69% [16].

Y 2 nauuenTos ¢ cuHapomoM Buckorra - Ongpuya
YCTaHOBJICHA BbIpa)keHHasA TMMQOIIeHN ], MefjuaHa OT-
HocuTenbHOro Konndectsa T-mumeponuto CD3+ co-
crtaBuna 43,5%. Y 2 4yen. ¢ X-cljeIIeHHOM Tp0M6OI_U/I-
TOIEHMel TakK>Ke Hab/MIoaeTcss OTHOCUTEbHOE YMEHb-
menne copepxanust CD3+ T-mumdornros (Me 45%).
Y 1 gen. 66110 52 xonuu TREC u emme y ogHOro - 37 ko-
nuit KREC Ha 1 MIH K1eTok nepudepudeckoit KpoBuy,
B-nmumdountsl B HopMe. [loCTOBEpHBIX pa3/In4mii HeT.
B nuteparype onucano cumxenue TREC, ognako pe-
3y/IbTaThl HEOZHO3Ha4YHbIe [17].

ITpu XpOHMYECKOIT TpaHy/IeMaTO3HON 60/Ie3HU
CyOIONIY/IALMOHHBIN cocTaB T-mMMQOINTOB B IIpefe-
JaX HOPMBI, y 4 MaIjMIeHTOB IOBBILIIEHO OTHOCUTEIb-
Hoe conepkanme CD19+ (Me 32,1%). Meguana TREC -
23465 xonuit, KREC - 18012 xomui1 Ha 1 MJTH KJIETOK.

Y ob6¢cnenyeMbIx ¢ 60/I€3HAMU UMMYHHOI JUICPeTy-
nAnMK ¢ MyTauusamu B reHax AIRE, FAS nokasaTennu
T- n B-numoponuros u TREC n KREC 65111 B HOpMe.
Tonbko y 1 manuenta xomraectso TREC (695 xommii;
p=0,005) n y 3 - KREC 65b1710 cHm>xeHo (Me 344,0;
p=0,0012). B paboTrax, BBITIOTHEHHBbIX U3PAUTbCKU-
mu yyeHpiMu, TREC u KREC nipu 60ne3Hax numMmyH-
HOVI AMCperynsanuy OblIM B uana3oHe HOPMBI, OfjHA-
KO CO BpeMeHeM CHVKAJIUCD, YTO aBTOPBI CBA3BIBATIN
C KIMHNYeCKUM UMMYyHopeduiutom [18].

Takum 06pa3oM, HAMM YCTAHOBJIEHO, YTO KO/MMYe-
ctBo Moniekyn TREC u KREC moxeT c1y>XuTb Kpure-
pueM A IpeaBapuTeIbHON A depeHnaabHoN ay-
arHOCTUKM IIePBUYHOTO MMMYHOE(UIMTA, COIPOBO-
JKIAIOLIErocsl HapylleHueM HeoreHesa MMMQOLNTOB.
Tak, pna TKVIH, cungpoma HuiimereH, atakcun — Te-
JIEaHTMO9KTA3UY XapaKTepPeH OHOBPEMEHHBIN fedu-
yut TREC u KREC, uTo nogreepxpaeTcs pe3ynbra-
TaMJ IMMYHO(QEHOTUIIMPOBAHNA U XapaKTepuayeT

(deHOTUIINYECKOE TIPOSIB/ICHNE TAaHHBIX 3a00/IeBaHUIL.
Cumxenne nmm orcyrctBue KREC xapakTtepHo pns
araMMarno0ynmHeMun. Pa3muns no ananusupyeMbiM
MapKepaM IpY MMMYHHON BUCPETYIALUN CTaTUCTU-
4eCKM 3Ha4uMble. BeposATHO, 3TO CBA3aHO C TreHepalu-
eil ayTOpeaKTUBHBIX T-K/IeTOK, KOTOpbIe M30eraiT ce-
nexuuy B Tumyce. ONucaHHas METOAMKA MOXeT ObITh
PeKOMeHIOBaHa KaK HaJ[eXKHbIL, IIPOCTON U JIETKO BOC-
IPOM3BOAMMBIN CKPUHIHTIOBBI TeCT Ji/1s1 OOHapysKe-
HuA T- u B-xnerounoit mum§onennn. 0

The reduction of functional T- and B-lymphocytes serves as a
diagnostic criterion for primary immunodeficiencies. The TRECand KREC circle
structures have recently been used to detect T- or B-lymphopenia in newborns
based on region-specific excision levels. Our studies show that the number of
TRECand KRECis reduced or not detected in patients with severe combined im-
munodeficiency, Nijmegen syndrome and ataxia — telangiectasia, which s com-
parable with the results of immunophenotyping in these groups of patients. Low
KREC values were found in patients with agammaglobulinemia, and in the group
with chronic granulomatous disease, no decrease in the number of ring molecules
was found. Statistically significant differences in the level of TRECand KREC were
foundin the group of patients with immune dysregulation diseases, which are
associated with impaired immunity — the lymphocyte-receptor repertoire.

primary immunodeficiency, TREC/KREC excision circles,
immune dysregulation, Nijmegen syndrome, lymphopenia, agammaglo-
bulimemia.
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