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Pestome: O6wmnaAT BapuabuneH nMmyHogedmumt (common variable immunodeficiency —
CVID) e xeTeporeHeH umyHogeduLMTEH CUHOPOM, XapaKTepuavpaly, ce C Xumno-
ramarnobynuHemus, peuuaveupaly HaktepuanHu 1M no-psigko BUPYCHU WH-
deKkLnn, No-4eCToO pa3BUTNE HA aBTOUMYHHU U ManurHeHn 3abonsasarus. OTHa-
Csl ce KbM rpynaTta Ha pegkute 6onectu ¢ yectoTta okono 1:30 000 B EBpona.
[lo MOMeHTa TOYHUTE MaTOreHEeTUYHN MEXaHU3MU, BOAELLM A0 Pa3BUTMETO MY,
He ca ycTtaHoBeHW. [Mpegnonara ce OCHOBHO HapyllueHue B audepeHumnaumsTa u
dyHKUMATa Ha B-numdoumnTtute. Ponsta Ha T-kneTb4HMTE cybnonynauum B Me-
XaHM3MuTe Ha pasBuUTUE Ha 3abonsiBaHeTo e no-cnabo npoydveHa. MNpes noc-
negHUTE rOAUHM Ce TbPCW OTFOBOP Ha BbMpOCAa Aanv HapyLeHUST aHTUTeneH
CMHTE3 e BCINeACTBME CaMO Ha HapylleHue B AudepeHumauusita umvnum yHk-
unsaTa Ha B-numdoumTtute, unu cbluectsyBa U AedekT B T-kneTbyHaTa akTu-
BaUMsa 1 perynaums, Bogew, Ao HeedeKTMBHO B3anmoaenctesme mexay T- u B-

KneTkure.
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Summary: Common variable immunodeficiency (CVID) is a heterogeneous immuno-
deficiency syndrome characterized by hypogammaglobulenimia, recurrent bac-
terial and less frequently viral infections as well as an increased susceptibility to
develop autoimmune and malignant diseases. CVID is a part of group of rare
diseases with estimated incidence in individuals from Europe around 1:30 000.
Precise pathogenetic mechanisms leading to development of CVID have not yet
been found. The supposed basic pathophysiologic process in CVID is a simple
failure in the differentiation and function of B lymphocytes. The role of T cell
subpopulations in the development of the disease is poorly understood. In re-
cent years an answer has been searched whether defective antibody formation
is a consequence of failure in both differentiation and function of B lymphocytes
or there is a defect in T cell activation and regulation resulting in an ineffective
interaction between T and B cells.
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MMyHHaTa cuctema npuv 4YoBeka npeacraBnsiBa
CbBKYMHOCT OT OpraHu, TbKaHu, KNeTKN U KNeTbYHU
NPOOYKTW, YUUTO OCHOBHU COYHKUMM Ca [a HeyTpa-
nM3npaT NoTEHUManHo natoreHHn opraHusmu, cyo-
CTaHUUM U TYMOpPHM KneTku. HapylweHusa B pas-
BUTMETO W/MNnN YHKUMATA Ha CTPYKTypuTe Ha
UMyHHaTa cuctema BOAAT OO0 MbPBUYEH MMYHEH
aecovumnt (MAAA). MU BroyBa Hag 130 pasnuyHm
3abonsaBaHusA. Te ce OTHACAT KbM rpynata Ha pea-
kuTe 3abonsBaHWs CbC CpefHa 4ecToTa Ha yHac-
nepssaHe 1:10 000 ¢ u3KnoYeHne Ha CEeNneKTUBHUA
IgA gedounumTt (1:500). 3HauMTEeNHO NO-BMCOKa Yec-
ToTa ce Habnogasa npu GnNM3KopoacTBEHU Opako-
BE U B TEHETMYHO M30NMpaHn nonynaLuuu.

Knacudukauuara [29] Ha NN e B 3aBucMMocT
OT KOMMOHEHTUTE Ha MMYHHaTa cucTtema, KouTo ca
MbPBUYHO 3acerHaTu:

e KoMOMHUpaHM B- n T-KNETbYHU UMYHHU Le-
dorumTn

e [lecdonuntn C 4OMUHMPALLO 3acAaraHe Ha npo-
OyKUuMATa Ha aHTuTena

e [lecbekT B NnUMdoLMTHaTa anontosa

e [Ipyrn nobpe aeduHMpaHn nMmyHoaedULUUTHA
CYHAPOMM

e [ledhekTn BB paroumTHaTa QyHKUNUS

¢ [lecbekTn Ha BpogeHaTa MMyHHA cMcTeEMa: Ha
peLenTopuTe U CUrHaNHUTE KOMMOHEHTH

e Acouunupanu ¢ JHK cyynBaHusTa n moandgu-
UMpaHn enureHeTUYHN CUHOPOMM

o [lecbekTn B NPOTEUHUTE HA KNacMYyeckus nbT
Ha aKTMBMpPaHEe Ha KOMMNIeMeHTa

e [lecbekT B NPOTEUHUTE HA anTepHaTUBHUSA
NMbT HA aKTUBUPaHe Ha KOMMNMeMeHTa

e [lecbekT B KOMMIEMEHT-perynaTtopHuTe npo-
TEeUHU

e CMHOpPOMU Ha nepuoamyHaTa Tpecka.

HesaBucrmo OT Buaa Ha noanexalius reHeH
aedekt n 3acdraHe Ha CbOTBETEH KOMMOHEHT Ha
UMyHHaTa cuctema, 3a Bcudkn ML e xapaktepHa
NpeapasnonoXeHOCT KbM pasBUTUE Ha MHGEKUUN,
KaTto BUOBLT Ha WHAEKUMO3HUTE MPUYMHUTENN 3a-
BMCW OT TOBA, KOW CTPYKTYPU Ha MMyHHaTa cuctema
ca 3acerHatu [1]. MNpwu vact ot MNMN[ oceeH npega-
pa3nonoXeHOCT KbM MHAEKUMM ce Habrogasa K
Nno-4eCcToO pas3BUTUE Ha aBTOMMYHHU NPOSBU U 3110-
KauyecTBeHU 3abonsBaHus. [loHacToswem auar-
HOoCTMUMpaHeTo Ha naumeHTn ¢ MNN[L B cBeToBEH
mMawab, BkntountenHo v B bwnrapus [1], ce npuema
3a npegmsBukatencteo. CnaseaT ce AMarHOCTWUY-
HUTe KpuTepum Ha [laHamepukaHckaTta rpyna 3a
nmyHogedpmumtn (PAGID) n EBponenckoto apy-
XecTBO 3a umyHogeduumtn (ESID). OuarHosaTta e
AedurHnTNBHA, KOraTo ce yCTaHOBM MyTauus B reHa
unn abHOPMEH MPOTEWH, 3a KOUTO ce 3Hae, Ye ca
CBbp3aHu ¢ nposiata Ha gageH MU0, OuarHosaTta
€ BEeposATHA, Korato MMa BCUYKM KITUHUYHK 1 nabo-

paTopHM xapakTepucTuki Ha gageH MM, Ho Hama
OOKyMeHTMpaHa abHOPMHOCT Ha reHa unv npoTeu-
Ha. [lnarHo3aTa e Bb3MOXHa Mpu HanuMyme Ha He-
KOW, HO He Ha BCWYKM KIMHWYHM M nabopaTopHu
XapakrepucTukm Ha gageH Mg [7, 13].

Cnopepg cratuctnyeckute gaHHu Ha ESID 3a
2014 r. Ha nbpBO MscTo cpeq NN ca geduuntute
Cc npeobnagapallo 3acsAraHe Ha npoaykuuaTa Ha
aHTuTena. Ha Tax ce napgat 56,66% OT BCUYKMU
MA0. O6wwmat BapuabuneH uWMyHeH Oeduumt
(CVID) e BTOpPMAT Mo YyectoTa UMyHeH Aeduumut oT
Tasu rpyna cnepg IgA geduumta [9, 14, 15, 22]. 3a-
csra B ejHakBa CTEMEH MbXe M XEeHW C 4YecToTa
okonio 1:30000 B eBponerckata nonynayus.
BkrtouBa rpyna OT XeTEpOreHHW CbCTOsHUA, 0b6e-
OWHEHW OT HapyweHa npoAyKUMA Ha  UMYy-
HOrnobynMHM 1 NPOTEKTMBHM aHTUTena (aedekTeH
aHTUTANOB OTroOBOP Crief, BakCMHaUUWU C NPOTENHO-
BV W MOnM3axapugHu BaKCUHMW), KOETO Han-4yecTo,
HO He BMHaru ce MaHudecTnpa ¢ pekypeHTHn 6ak-
TepuanHn nHdekLmu.

KnuHnyHute Kputepun 3a noctaBsHe Ha Amar-
Hosa CVID, pesusupanu ot ESID [37] npes 2014 r.,
BKITIOYBAT 3HAYUTENHO MOHWXEHO HMBO Ha IgG u
3HaAYUTESHO MOHWMXEHO HMBO Ha IgA, cbCc nnn 6es
MOHMXKEHO CEePYMHO HMBO Ha IgM (n3amepeHo Han-
Marko OBYKpaTHO; < 2 SD OT HOpManHoTO HMBO 3a
CbOTBETHATa Bb3pacT) U Hann4yne Ha NoHe eaHo oT
crnegHUTe CbCTOSHUS:

KrnnHnyHu:

o [loBuLLIEHA BB3NPMEMUMBOCT KbM MHAIEKLNN

o ABTOMMYHHW NPOSiBU

e [paHynomarto3Hun 3abonsasaHus
HeobscHuma nonuknoHanHa numdonponu-
depaums

e 3acerHaT 4neH Ha CeMencTBOTO C aHTUTENeH
aednumT.

MapaknMHUYHWK:

e Jlow aHTMTENEH OTrOBOP KbM BakCUHU (U/nnu
OTCBHCTBME Ha N30XEMarnyTUHUHN)

e [MoHmxeHn switched nametoBu B-kneTkn (<
70% oT pedepeHTHaTa CTOMHOCT 3a CbOTBETHaTa
Bb3pacT)

e VI3krniouBaHe Ha BCWUYKM BTOPUYHWU MPUYUHU
3a xunoramarnobynuHemMusi, nNunca Ha AaHHW 3a
TeXbK T-kneTbYyeH AeduunT n NocTaBsHe Ha auar-
HOo3aTa crief, YeTMpuroguilHa Bb3pacrT.

Bbnpekn HanmuneTo Ha OedUHUPaHU Kpute-
puu, noctaBsHeTo Ha gnarHoda CVID yecTto ce 3a-
6aBa C roguHu cnep nbpBaTa M3siBa Ha CUMI-
TomatMkata Ha 3abonsBaHeTo, 3a EBpona —
cpeaHo okono 4 rog. [19]. Mo Hawwm aaHHKM 3a bbn-
rapus 3abassHeTo e okono 15 rogunHu [2].

Han-4yecto cpelwanuat 6ener npu nauneHTuUTe
¢ CVID ca cuHonynMoOHanHuTe WHdekunn, Kato
MOYTN BCUYKM MALMEHTU UMAT PEKYPEHTHU CUHYW-
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!, OTUTU N BpoHxnTK [9]. YecTo e 1 3acaraHeTo Ha
OOMHUTE AuxaTenHy nbTulla C pas3’BUMTUETO Ha
NHEBMOHUW. Hali-4yecTuTe nonupaHu npu4nHUTENN
ca ekctpauenynapHu 6akrtepum — Haemophilus in-
fluenzae, Streptococcus pneumoniae, Moraxella
catharalis [20, 24]. Bb3amoxHO e ga ce Habnogasar
M aTUnMyHWM MNpUYMHUTENM KkaTto Pneumocystis
jiroveci nnn Mycobacteria. Opyrn peructpupaHu
WHpekumn npy naumeHTn ¢ CVID ca: nHdekummn Ha
oTgenuTenHarta cuctema C Han-4ecT NPUYMHUTEN
Ureaplasma uraelyticum, ctaBHM MHpeKUMN OBUK-
HOBEHO C npuunHuTen Mycoplasma species, eHTe-
POBUPYCHU MEHUHroeHuedanutu 1 aepmaToMmo-
3UTW. YCTaHOBEHA € Bpb3Ka MeXay Bb3npuemuu-
BOCTTa kbM Mycoplasma n Hucka npogykuusi Ha
MBL. lNMpn okono 20% ot nauyneHTnte ¢ CVID ce
YCTaHOBSABAT TaCTPOVMHTECTUHAIHN  YCIOXHEHNS,
nspassiBawy ce B MHAEKUMO3Ha AMapus ¢ npuyn-
Hutenn Salmonella, Campylobacter, Giardia n no-
psagko ¢ Cytomegalovirus un Cryptosporidium.

ABTOMMYHHWTE MPOSIBU Ca C pas3nunyHa 4yectoTa
cpen pasnuyHuTe nomynauuu, KoeTto npegnonara
pasnuyeH reHeTM4eH TepeH. ViMa HAkou [okasa-
TEncTBa, Ye No-4eCTO Ce NPOosIBABAT NpY NaUUEHTU
C paHHa u3siBa Ha 6onectta. Hai-yectata aBTOU-
MYHHa nposiBa € UuToneHusTa — npu okono 5-8%
oT naumeHTute ¢ CVID, n T9 e npencraBeHa npe-
OVMHO OT mauonatuyHa TPoMOoUUTONEeHUYHa nyp-
nypa, aBTOMMYHHA XEMOMUTUYHA aHEMMUS N 3HAYU-
TENHO NO-psiAKO OT aBTOMMYHHA HeyTponeHus [16].
OpraH-cneunguyHnTe aBTOMMYHHU 3abonsaBaHuS,
KaTo NepHULUMO3Ha aHeMUS, LLMTOBMAHA NaToNorms
WU BUTUNWIO, CbLIO ce HabrogaeaT Mo-4ecTo npu
©onHute ¢ CVID cnpsimo obwiarta nonynaums.

XapaktepeH Bb3nanuteneH gpeHotun npu CVID
naunMeHTUTe € HanMyneTo Ha MynTUCUCTEMHA rpa-
HyInoMa, KaTo eTMOoNorMaTa Ha Te3u nes3umn BCe oLle
ocTaBa HeusdcHeHa. Npegnonara ce, Ye NHpEKLM-
03eH MpUYNHUTEN MOXe Aa AoBede A0 Bb3nanurte-
neH OoTroBOp, KOWTO Aa mepcuctupa nopagm Hapy-
LUeHa MMYHOSOrMYHa perynauust u crneg envMMuHu-
paHeTo my. MNopaan acoumauudaTa Ha rpaHysrioMnTe
C aBTOMMYHHWU MNPOSIBU, Bb3MOXHO € TA CbLLo Aa
O6bae aBTOMMYHEH (PeHOMEH. B Hakou npoyyBaHus
€ YCTaHOBEHO MOBULLEHO HMBO Ha cepyMHUs TNF n
acoumauuna mexay rpaHynomute n TNF 488A ane-
na [3]. B gpyrv npoyyBaHus ce cbobLUaBa 3a aco-
umaumnsa c onpegeneH IL10 npomoTopeH xannoTun
[26]. OcBeH ToBa nauumeHTuTe ¢ CVID ca c BUCOK
pWUCK OT pasBUTME Ha rpaHyrioMaTo3HU UHUNTPa-
UMM M NMMAOUAEH WMHTEPCTUMUMAaneH MHEBMOHWT,
03Ha4yaBaHu kaTo GLILD (rpaHynomaTto3Ha/nmmdo-
UMTHa MHTepcTMumanHa 6enogpobHa Gonecr), oT-
HOBO C HesiCHa eTuonorus [27].

MpuunHata 3a racTpoOMHTECTUHANHW MPOSBU
(HeobBsicCHMMa eHTeponaTus) CbLO OCTaBa HEU3sC-

HeHa. Okono nonoBuHaTta oT 6onHMTe nNpuTexasar
XWCTOMNOrMyHa KapTuHa, HanogobsBalia Tasu npu
ubonuakus [18]. MNMpu vacT oT Tax ce ycTaHoBsBaT
rpaHynomu. Mpu okono 20% ce Habnogasa Hoay-
napHa nvmdounaHa xvnepnnasus, a npu OKoso
30% BBb3NANUTENHU 4YpeBHWM 3abonsiBaHusA. Cnne-
HoMeranusa ce yctaHossiBa npu okono 30% oT 6on-
HuTe ¢ CVID, kato npu 4acT OT THX Ce onucea u
xenaTomeranusi ¢ pasnuyHa reHesa.

Mpun 2-8% ot naumeHtuTe ¢ CVID ce anarHocTu-
uMpat NpeaMMHO B-KneTbyHUM HEXOMKKUHOBU MUM-
domm (HXJT) [21]. Tesnm numdomm ca OOMKHOBEHO
eKCTpaHodarnHu, ¢ TeHAeHUMs Oa ce nokanusupar B
MyKO3HWUTe obnactn. HamepeHa e curHudukaHTHa
Kopenauus Mexzay CepyMHOTO HMBO Ha IgM npwu n3s-
BaTa Ha 3abonsiBaHeTo (at presentation) n passuTme-
TO Ha NMMdOouMOHa 3roKaYecTBEHa Heomnnasus U no-
NWKoHanHa numdoumnTHa nHpUnTpaums. Colo Ta-
ka BCL6 myTaums e ycraHossBaHa Yecto npu CVID
nauneHTuTe ¢ numdom [4]. Cera Bpb3kata Ha CVID
CbC CTOMALUEH KapuMHOM He ce MoTBbpXKAaBa W ce
npuema, Yye HeroBOTO pasBUTUE € CNEeACTBME Ha Cb-
LLlecTBYBaLLla NepHULMO3Ha aHeEMUS.

Bbnpeku ye noseyeTo criydam Ha CVID ca cno-
paguyHn, e ycTaHoBeHO, Ye B okono 10-20% wuma
damunHocT, kato B okorio 80% oT crnyvauTe cTaBa
BbMNPOC 3a aBTO30MHO-AOMUHAHTHO YHacneasiBaHe.
B cemencrtBarta, B KOUTO UMa HSIKONKO cry4vas Ha
na, yecto CVID ce gmarHocTuumpa npu eguH ot
poautenute, a IgA geduumT ce yctaHoBsiBa B MNo-
koneHueTo [32]. Okono 15% ot nauueHtuTte ¢ CVID
uMaT POACTBEHWUM OT MbpBa NuUHUA unu ¢ IgA ge-
dourumt, nnmn ¢ CVID. B onut ga ce ngeHtudpuuympat
reHuTe, OTrOBOPHM 3a Tasn XeTeporeHHa rpyna 3a-
bonaBaHusA, HAKONKO MpoyyBaHusa Bbpxy HLA pe-
rmoHa u linkage aHanua ca okycupaHu BbpXy 6-
aTa XpomMo3oma, kaTo ca uaeHTuduumMpaHn Bepo-
ATHW Nokycun 6nmnso go knac Il v knac Il obnactute
[32]. MNpegnonara ce, 4ye DR/DQ nokycute umat
npeapasnonarawa pons [25]. Owe nokycu, Kouto
MoraT Ada uMaT OTHOLUEeHWe 3a pasBUTMETO Ha
CVID, ca nokanusupaHu Bbpxy 4, 5, 12, 14, 16 n
apyrn xpomosomu [5, 10]. Cnopea HskoM npoyyBa-
Hua gedektn B reHute 3a TACI, BAFF-R n MSH5
ca cBbp3aHu ¢ pa3sutmeTo Ha CVID.

[o momeHTa HAMa onpegeneHo obsicHeHne 3a
MonekynspHata ocHoBa Ha CVID. Cuuta ce, 4e
OCHOBHUAT AedeKT e B KbcHaTa B-kneTbyHa Au-
depeHumanmsa, HO npupogaTta My e HesicHa. [lpwu
YyacT oT 60oMHUTE MMa 3HaAYMTENHO HamarneHue Ha
nNpoayKuMaTa Ha BUCOKOAUHUTETHU aHTUTEna no-
pagn HapylleHue B COMaTUYHUTE XMnepMmyTauuu,
KaTo TakoBa € YCTaHOBEHO npu 77% oT 6onHuTe C
CVID ¢ 4yecTu TeXKN MHMEKLUUN Ha pecnupaTtopHns
TpakT. B gonbnHeHne HMBOTO Ha MyTauuuTe B fne-
KUTE BEpuru e QUPEKTHO CBbP3aHO C OTHOCUTENHUS
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Opon nameTtoBu B-kneTtkm npu CVID 6GonHute un
MOXe [da ce CYeTe KaTO MPOrHOCTUYEeH hakTop 3a
pecnupaTopHuTe ycrnoxHeHus. Oeuata ¢ CVID c
noHwkeHn class-switched nameToBu B-kneTky,
nmaT 3Ha4YMTENHO nosede Komnnukauum [6]. OcseH
HapyleHnsTa B andepeHumaumaTa Ha B-kneTtkute
W HapylleHaTa NpOAYKUMS Ha WMYHOrnobynuHu,
npy Te3n naumeHTW ca OnMucaHu W peguvua Opyru
OedeKkTn B CTPYKTYpUTE N PyHKUMATA Ha MyHHaTa
cuctema. B nutepatypata ce cvobuiaBa, yYe npu
okorno 10% ot nauyueHTute ¢ CVID in vitro numdo-
unTHaTa nponudepauusi, ocobeHo cnen ctumyna-
umna ¢ PHA/ConA, e noHwkeHa. B Hakon oT criyyvam-
Te ce HabnwogaBa MoOHWXKeHa nponudepauns u
cnep ctumynaumsa ¢ aHtn-CD3 n aHTtn-CD28. lMpun
Te3n naumeHTn 0BUKHOBEHO Ce yCTaHOBSBAT MOHU-
XeH Opon uupkynupawm CD4 T-numdounTtn 3a
cMeTKa Ha noHwxeHnte HavBHu CD4+CD45RA+
KIEeTKN, CbOTBETHO NoHMeH CD4/CD8 mnHaekc n B
noBeYveTo criydam nunca Ha ekcrnpecus Ha CD28 ot
CD8 knetkute. B OBe npoyyBaHus € oOuLeHsiBaHa
TMMonoesaTa C pas3nuyHu pesyntaTtu. 1o gaHHM Ha
efHVTe u3cnegoBaTenu ce HabnwogaBa MoBuLLEHA
TMmMornoes3a (OueHeHa 4pe3 MOBULLEHO HMBO Ha
TRECS — T-KNeTb4YHO peLenTopHN  eKCLU3UOHHU
Kpbroee), AokaTo ApyruTe cbobLiaBaTt 3a MOHWMXKe-
Ha TMMoOMoe3a KaTo pes3ynTaT OT HamarneHust 6pon
CD31+ T-knetb4Hu TUMyCHM emurpanTu [11]. Opy-
M HabnwgaBaHu HapyleHusa B T-krneTbyHaTa Xo-
MeocTasa ca [35]: nosuweH G6point Ha CD8 kneTtku
npu okono 25-30% oT 6onHMTEe, NOHWXKEHA eKkcrnpe-
cnga Ha CD40L Bbpxy T-kneTkuTe crepf aktmeaums,
HUCBK Bpon ekcnpecupally aTpakTvH 1 L-cenekTuH
kneTkn [36], HapyweH CD4/CD8 TCR peneptoap,
nvncealla nonynauusa Ha aHTureH-cneunuyHn T-
KNeTKn cref BakCuHauus, HamaneHun T-reg KneTku
npu nauneHtnte ¢ CVID n aBTOMMYHHU NPOSIBYU,
HapylleHa LMTOKMHOBa MpOAyKUUA n Apyrun. Xpo-
HMYHA eKCcnaH3ns Ha edEeKTOPHO-UUTOTOKCUYHM
CD8+DR+ T-numdountn ce Habnogasa npu CVID
nauMeHTn C KOMMMMKauuuM KaTto ChreHoMeranus,
nuMmdonaHa xunepnnasusi, aBTOMMYHHU OornecTu
n/vnn rpaHynomartosHa 6onect. CVID nauueHtn c
akTusmpaHn CD8+T-kneTkn umat pegyumpaH TCR
penepToap, No-TEXKO U3pa3eH npu naLneHTn ¢ yc-
noxHeHus [31].

Hskon aBTOpu cboOliaBaT 3a MOBULLEHO ce-
PYMHO HMBO Ha IL7 npn 6onHmn ¢ CVID, acouunpaHo
C nosuvweHn umpkynupawm CD8+ T-kneTku ¢ no-
HWKEHO HMBO Ha anonTto3a M AOMUHUPaAHe Ha
edektopHn nametoBn (CCR7-) T-knetku. Mpeano-
nara ce cbLo, 4Ye oTHocuTerneH aepuumnt Ha TGF-
31, npousBexgaH OT KOCTHOMO3bYHUTE CTPOMarHM
KneTkn, KOMTo perynupa IL7-npoaykumsita, MOXe
Ja e npuynHa 3a NoBULLEHOTO HMBO Ha IL7 B Tasu

noarpyna naumeHTtn [23]. OnucaHn ca oule noBu-
weHa ekcrnpecnd Ha IL12R u IL18R npwu Hskown na-
uneHtn ¢ CVID. HapyweHusita B UMTOKMHOBaTa
npoaykums HacoyBat kbM Thl nondpusaumsa Ha
UMyHHUS OTroBop. Bce olwle obaue He e n3sicHeHo
Janun 4act oT onucaHute T-kneTbyHu gedektn ca
pe3ynTaTt OT XpOHUYHA MHEKUUS, nnn ca uspas Ha
NMbpBUYHN T-KNeTbYHM HapyweHus. MNMpu noarpyna
naumeHTn ¢ CVID e ycTaHOBEH MOHMXEH Opon Ha
NK kneTkuTe. Hakon npoydBaHus ca nokasanu Ha-
pyleHne B pasBUTUETO Ha AEHOPUTHUTE KNeTKU
npu 6onHn ¢ CVID. NoBe4yeTo OT onMcaHUTe aHo-
Manuu ca CBbpP3aHU C HEBB3MOXHOCTTa Ha MOHO-
UMTOMAHMTE AEHOPUTHU KNEeTKU Aa y3pesT Hanbi-
HO, KOETO MOXe [a e efHa OT NpUYMHUTE 3a pa3Bu-
TMeTo Ha CVID npu Hskom 6onHu [8, 30]. Hanocne-
ObK ca yctaHoBeHU n TLR9 akTMBauMOHHU gedek-
T1 npu 6onHu ¢ CVID [17]. Tean gedektn moraT Aa
JoBeJaT OO HapylleH OTroBOp Ha mna3mouuToua-
HUTe AeHOPUTHW KNeTku u fo 3aryba Ha B-kneTtbu-
Ha yHKUMA.

3a no-pobpoTto pasbupaHe, npocneasBaHe wu
nporHosnpaHe Ha nauuneHtute ¢ CVID ot 80-Te ro-
OVHU Ha MWHAanusi BEK ca NpaBeHu ONUTU 3a TAXHO-
To knacuduumpare. MNbpBUTe Knacudukaumm ce
ocHoBaBaT Ha cnocobHocTTa Ha B-knetkute Aa
cekpeTvpaT pasnnyHM KrnacoBe UMYHOrnobynuHu in
vitro cnen nogxogsa ctumynauusa. MNauyneHtuTe
ce pasfensaT Ha Tpw rpynu: rpyna A BkroyBa nauu-
eHTW, YMmnTOo B-KNeTkn crnep cTumynauus He nNpoay-
umpat MMyHOrnobynuHu; rpyna B — naumeHTn, Ynm-
To B-kneTtku cnep ctumynaums npogyumpaT camo
IgM, Ho He u IgG, u rpyna C — naumeHTu, yuuto B-
KNeTku cnepg ctumynauuata npogyumpart u IgM, IgG
n IgA [12]. Ha 6Gasata Ha (beHOTUNM3NpPaHEeTo Ha
yCTaHoBeHWTe B nepudepHaTa KpbB pasnuyHu B-
KneTbYHM cybnonynauum ca obocobeHn cnepsaim-
Te aBe knacudmkaummn — dpanbyprcka [33] n Mapwx-
ka [28]. lMoHacToswem ce wusnonssa EUROCIass
KnacudukaumsaTa, nNpu KOSTO UMa acoumaumst Ha
uscnegBaHute cybrnonynaumm ot B-kmetkm u knu-
HW4HaTa ussaea [34]. YCTaHOBEHO € oLLe, Ye HUCKUAT
Opovi Ha HamBHUTEe CDA4+45RA+62L+ T-KneTku Ko-
penupa c TexecTTa Ha KnMHWYHaTa ussea. Bb3 oc-
HOBa Ha TOBa HSIKOW rpynu nscnegosaTeny npegna-
rat u3paborBaHe Ha KnacudvKaLuusi, KOSITO OCBEH
HapylleHusiTa B B-kneTbuHute cybnonynaumu aa
BKIMOYBA 1 T-KNeTbYHM nonynauuu.

PonsTta Ha T-kneTbyHUTE cybnonynaumim B Me-
XaHU3MWUTE Ha pa3BuUTUE Ha 3abonsiBaHeToO € Mo-
cnabo npoyyeHa, KaTo Ha TO3W eTan CbLiecTByBa
CEepuno3HO OCHOBaHWE fa ce npegnonara, 4ye Te ou-
Xa MOrnu Ja MMarT KIyoBa yHKUWUS B HapyLUEHU-
ata npu CVID.
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