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iIMyHOAEe(ILUTIB NOANHU

MYHOIe(}IilIMTHOIO HAa3MBA€ETHCSI XBOP0OOAa, B OCHOBI
SIKOT JIEXKUTh aedinuT abo aedeKT MeBHOTO YMH-
HUKa a00 YMHHUKIB iMYHHOI CUCTEMHU JIOAUHU
(Kapn Ipeccnep). TepMmiH «iMyHOOehiuuT» Mo3HAYAE
BUKJIIOUHO JIabopaTOpHUI (MOJIEKYISIPHUNI /KITITUHHUIA)
cyocTpat iMmyHomepinuTHOI XBopoou. OCTaHHS € IIM-
pIIMM HOHSITTSIM, OOHAK HEBim’ €MHUM Bin iMmyHomedi-
LIMTY, i OXOILUTIOE BCi KJIiHiYHi aTpuOyTH: eTiosorito, na-
TOTeHE3, eIliAeMioJIOTi0, KIIiHiYHiI IPOSBU, YCKIaTHEHHS,
niarHOCTUKY, NTUdepeHiiHN 1iarHO3, TTPOTHO3, JIiKY-
BaHH4 i mpodinakTuky. I1ig «<iMyHHOIO HEAOCTATHICTIO»
cJlim po3yMiTu (PYHKIiOHAJIbHY XapaKTEPUCTUKY iMyH-
HOI CUCTeMU NpH iMyHOIedilUTHINK XBOopoOi, moaioHO
IO TOTO, SIK TEPMiH «IUXajbHa HETOCTATHICTh» 3aCTOCO-
BYIOTbH Y ITYJIBMOHOJIOTI1, a «<HeIOCTaTHICTb KPOBOOOITry» —
Yy KapIioJorii.
3a MoXomKeHHSIM iMyHOAe(DIilIUTHI XBOPOOU MOXKHA PO3-
IITMTA Ha (PEHOTUIIOBI (BTOPUHHI), TIPU SIKUX HEMAE TIpu-
YMHHUX IOPYIIEHb Y TEHOMI, i TeHOTUIOBI (IEPBUHHI), SIKi
3yMOBJIEHI YCITalIKOBAaHUMM a00 HAOyTUMU FeHETUUHUMMU
aHOMAJTISIMU. SIKIIO pO3IJIsIAaTy 1ie MUTAaHHS AeTalIbHiIIIe,
TO MOXHA BUIUIUTU cnadkogi (TeHETUYHO eTepMiHOBaHi
iMyHOnmedinuTH, 00YMOBJIeHI MyTalLlisiMu/TToJiMOpdhi3-
MaMM TeHiB Y CTaTeBUX KJIiTUHAX), npupodyceni (reHETUIHi
Ta (DEHOTUIIOBI iMyHOmeinuTH, HAOyTi aHTEHATAJIbHO)
i B1acHe HaOymi (MoCcTHATaJIbHO HAOYTi MOpyIEeHHs, de-
HOTUIIOBI — HAaIpUKJIaA, BTOpPMHHA iMyHOCYIIPECisl BHA-
CJIIMOK 3aCTOCYBaHHS IIATOCTAaTUKA; a00 reHETUYHi iMy-
HomedIiuUTH — HAIIPpUKJaA, BHACIIAOK IIEPEHOCY MyTallii

Bill JOHOpA PELIMIIEHTY IIil Yac TpaHCIUIAHTALIil aJJoreH-
HOTO KiCTKOBOTO MO3KY, SIK 1I€¢ MPOJEMOHCTPOBAHO 100
i3ompoBaHoOro Aedinuty cyokmacis IgG, nedinuty IgA, nm-
KJTIYHO1 HEUTPOMEHI1, CEpea3eMHOMOPCHKOI MePioauIHOL
JIMXOMaHKNM) [46].

[eHeTUYHO AeTEepMiHOBaHI iMyHOIEDILIUTU MOXYTh
OyTH CaMOCTIMTHMMHM XBOpoOaMu a00 K CUHAPOMaMU iH-
IIMX TeHETUYHMX 3aXBOPIOBaHb, SIK, HaNpUKiIad, aedi-
uut IgA npu cunapomi Jayna a6o nediunur IgG, npu
cepnononioHoKIiTUHHIN aHemii [90]. Taki Bunmagku
HE CJIij TUIyTaTU 3 MOENHAHHIMU IBOX HE3aJIEXKHUX Te-
HETUYHMX 3aXBOpIOBaHb. 3a3HayeHi KOMOiHaIii MO-
XKYTbh OyTHU BHUIIaIKOBUMHU 200 X pe3yabTaTOM 3uerlie-
HOTO yCHaJAKyBaHHs T'€HiB. [ eHeTMYHO AeTepMiHOBaHI
3aXBOPIOBAHHS IMYHHOI CUCTEMHU MOXYTh IIPOSIBISI-
TUCSI BUKJIIOUHO CUMIITOMaMM iMyHHOI HEIOCTATHOCTI,
SIK 3araJIbHUM BapiabenbHU# iMmyHomedinuT ado meski
(opMu Baxkkoro KomO6iHOBaHOT0 iMyHOAEeDIilUTY, 2060 XX
MAaTH IIeBHi JOOAaTKOBI CUMIITOMU, HAIPMKJIAd, MO30Y-
KOBY aTakcilo i TejaeaHriekTasii npu cunapomi Jlyi—bapp
(puc. 1, a) abo remopariuydi IposiBU, 3yMOBJIEHi TPOM-
6ouuTonaTieto, Mpu cuHapoMi Bickorra—Onnpuya (puc.
1, 6) [108].

Buninsiors Benuki, abo Kiacu4yHi, Maji, a00 MiHOPHi,
i celeKTHBHI, a00 BUOIpKOBi, IIEPBUHHI iMyHOIeDilIUTH.
[lin ceaexmuenum imynodeghiyumom cboroaHi po3yMitoTh
BUMNAIKHA BUOIPKOBOIO 3HUKEHHS PE3UCTEHTHOCTI TUIBKI
10 OJHOTO MiKpoopraHi3my. [Ipukinamom € mepBUHHUIA
aBTOCOMHO-IOMiHAaHTHUI a00 aBTOCOMHO-pelleCUBHUI
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Puc. 1. TeneaHriekTa3ii KOH'IOHKTMBM OKa nNpu cuHppomi Jlyi-Bapp (a) i remopariyHi WKipHi NnposiBu Npu cuHapomi BickoTTa—Onppuya (6)

nedinut Toll-like-peuenropa 3-ro Tuny (puc. 2), npu
SIKOMY PO3BMBA€ETHCS BUKIIOUHO CKPOHEBUM 4aCTKO-
BUIl HEKPOTUYHO-TeMOpariyHuit eHuedantit, cnpudu-
HEHUI BipycoM IpocCTOro repuecy 1-ro tumy (puc. 3),
3i 30epeXeHHSIM PE3UCTEHTHOCTI 10 iHIIMX MiKpoopra-
Hi3MiB [70].

IcTopuuHoO ckiangocs, 10 MiJ BUOIpKOBUM iMyHOe-
¢iuuTOM paHille po3yMiii XBOpOOHU, MPU SIKMUX Bid3HA-
Ya€eTbCs AeiluT JIUIlle OMHOTO iIMyHHOr0 YMHHUKA. Mu
BBaXXaeMO pallioOHAJILHUM JIJISI BUKJIIOUCHHS TTyTaHUHU
i3 CeJIEKTUBHUMM iMyHoOAedhiluTaMu 10 OJHOTO 30y~
HMKa II03HAYaTH iMyHOAe(pilluTH, 3yMOBJIEHI HECTAaueIO
OIHOro iMYHHOTI0 YMHHUKA, SIK i30.1606aHi iMyHOOeq)i-
yumu.

BunatHuii paasHcbkuii iMmyHosnor Benbrimes lO.
B 1988 p. 3ampornioHyBaB TepMiH «mauii imynodegiuumy»,
SIKUM TI03HAUYMB KOMITEHCOBaHi iMyHHi TMCOYHKIIIi B JIt0-
neii [137]. 3 ocTaHHIM TBepIKEHHSIM ChbOTOIHI KATETOPUIHO
HE MOXHAa MOTOIUTUCS, OCKIIbKU 3aBASIKM HAKOTTMYEHUM
IOTEIep CIOCTEPEeXKEHHSIM CTajl0 3pO3yMLUINM, IO TaKi

iMyHOIeILIMTH MOXYTh 3a3HAaBaTU CIIOHTAHHOI a00 iHIY-
KOBaHOI IeKOMITIeHCallii 3 PO3BUTKOM KJIiHIYHMX CUMIITOMIB
Pi3HOI TSKKOCTi, 4aCOM — HaBiTh TaKMX, 110 3arPOXYIOTh
xutTio0. Tomy Bxke B 1996 p. Credani /., Beaprimes 1O.
y BimoMiit MoHorpadii, pucBsiYeHit iIMyHOIiarHOCTHILII,
PO3MiIMIN TOHSTTS MaJIMX i KOMIIEHCOBAaHUX iMyHOmedi-
uuTiB [1].

V aHrI0MOBHIl JiTepaTypi 3a3BUYail BUKOPUCTOBYIOTh
TepMiH «minopruli imynodegiyum» (minor immunodefi-
ciency). Tak, Litzman J. 3i cniBaBT. B 1995 p. 3acTocyBaiu
TePMiH «MiHOpHUI iMyHOMEMIiUUT» 1JIs1 TO3HAYEHHS Je-
¢inutiB cyonomnysiii T-nimdonuris, IgA, IgM i kommo-
HeHTiB KomiuieMeHTy C3 i C4 y nociimKeHHi, B IKOMY BU-
BYAJIM iIMyHOMOMY/IIOBAJIbHY aKTUBHICTh JeBaMi3ony [75].
Ojuawo A. 3i criBaBT. y 1997 p. mo3HAYWII TEPMiHOM «Mi-
HOpHUH iMmyHO#eiuMT> nediuuru cyoknacis IgG, i IgG,
Ta Kiacy IgA, gKi 3ycrpivanucs moHaiiMeHIle B MoJIo-
BUHMU [IiTeil 3 XpOHIYHUM HeiHdeKuiitHuM KositoMm [94].
Latcham F. 3i cniBaBT. y mocnimkeHHi 2003 p. 3actocy-
BaJIM TEPMiH «MiHOPHMI iMyHOOeMILIUT» 711 TO3HAYESHHS
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Puc. 2. InTepcepoH-3anexHa cuctema po3nisHaBaHHa ABoxcnipanbHoi BipycHoi PHK, onocepeakosaHa TLR-3
(3a Tais Silveira Assmann 3i cniBaBT.)
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Puc. 3. MP-kapTUHa CKpOHEBOro 4aCTKOBOro HeKpOTUYHO-
remopariyHoro eHuecanity, cnpu4MHeHoro Bipycom repnecy
1-ro Tuny, B T2-3BaXKeHOMY peXu1Mi B rOpM30HTabHil (a)

i KOpoHapHiN (6) NpoeKLjisx (BNacHe CNOCTepPeXeHHs)
nedinuTis cyokinacis IgG, i IgG,, knacy IgA, Monexynu
CD8 i npupoaHuXx KijiepiB y IiTel 3 OIiBAJICHTHOIO ajiep-

ri€1o Ha Xxap4oBi IpoaykTu [68].

Pokowm mizHime Gomes L., Dias J.A. TakoxX BUKOpUCTaIN
TepMiH «MiHOpHUH iMyHOAeMILIUT» A1 IIO3HAYEHHS aHa-
JIOTIYHMX iIMYHHMX PO3JIaMiB y IiTE 3 XapyoBOIO ajep-
rieto [43]. Tum He MmeHune, van Kessel D.A. 3i crmiBaBT.
3aCTOCYBaJIM TePMiH «Maiuit imyHomedinuT» (mild im-
munodeficiency) mis mo3HadyeHHs KJIiHIiYHO MaHidecT-
HuUX opM izoapoBaHoro gediunty IgG, y moneit [126].
BinmosizHo mo nporo, Samileh N. 3i criBaBT. TaKOX BH-
KOPUCTAIN TEPMIH «MaIvii iMyHOIebilIuT» IIpH AiarHOC-
Tyt nedinuty mosekyn CD4, CD3, CD19 i nediuuty npu-
POIHUX KiJIepiB y MALIIEHTIB 3 TOOIYHUMU PeaKLisIMU MiCJIst
BBeneHHs BII2K [113].

Posmonin Ha MaJi Ta BeJUKi iMyHOIedillUTH JOCUTH
yMoBHUI. BimoMi Bumankm jgerkux gopm KJIaCUIYHUX
iMyHOIeiIUTHUX XBOPOO, MPU SIKMX BiI3HAYAETHCSI Ma-
JIOCUMIITOMHUI mepedir iMyHonediluTy, Toai K Ipu
MaJuX iIMyHHUX AUCOYHKIISAX OMUCaHI BaxXKi, Qyabmi-
HaHTHI KJIiHIYHI IIPOSIBY, 110 MPU3BOAUIM IO CMEPTi Ia-
HieHTa. Xo4ya MiX MaJIUMU i BETUKUMH iMyHOIedil-
TaM¥ OijbllIe CITIJIBHOTI'O, HiXXK BiZIMiHHOTO, BCE X TaKH
BUJIJICHHST OKPEMOi TPYNU MiHOPHUX iIMYHHUX TUCHYHK-
Ll BaxXJIMBE 3 OIISAY HAa IPUHIIMIIOBI OCOOJMBOCTI Ta-
KUX XBOp0OO, HE3HAHHS ab0 HEPO3YMiHHS SIKUX MOXE
CcTaBaTHU Ha 3aBali iX aKTUBHOMY BUSBJICHHIO U JIiKY-
BaHHIO.

3rinHo 3 KJIAaCUYHUMMU MOTJISIAAMU, TTOCTYJIIOETHCS, 1110
nepeunHi imynodeghiuyumu — pinkKicHi XxBopoOH, sIKi IIPOsSiB-
JISIIOTHCS 3 HAPOIXKEHH 200, MpUHAWMHI, 3 pAHHBOTO M-
TSIYOTO BiKY, CYMPOBOMIKYIOTHCSI BAXKKUMU, TTOTEHIIHHO Jie-
TaTbHUMU iH(MEKLISIMU i1 3yMOBIIIOIOTH CMEPTH MALliEHTA 32
BiICYTHOCTI aJieKBaTHUX TepalieBTUYHUX BTpy4YaHb, 31e-
OLIBIIOro — Iepecanky KiCTKOBOTO MO3Ky a00 TeHHOI Te-
parmii [108].

Tum He MeHIIe, Majli iMyHoaedIiIuTH YacTo 3ycTpi-
YaloThCS B ITOMYJIALIil, Hapa3i HUMU YpaxkeHOo IoHal-
MeHIne 20% TipencTaBHUKIB MOMYJISIil, MOXYTb MaTH
ACUMIITOMHUM Mepeoir yIpoaoBK NeBHUX MEPiOIiB OH-
TOreHe3y, 1e0I0TYBaTU KJIiHiYHO B OYIb-SIKOMY Billi, Ha-
BiTh Y IOXWIOMY, XapaKTePU3yIOThCS TeTePOreHHICTIO
MPOSIBiB, BapiaOeIbHICTIO KJIIiHIYHOTO Iepediry i Here-
pendauysaHicTio nporHody [91]. Taki imyHonediuuTu
B 0araThbOX Malli€HTIB HE CIIPUYMHIOIOTh iHPEKIIHHUX
MIpOSIBiB, a MaHI(PECTYIOTh JIMIIIE Yy BUTJISIOL aJleprii, aB-
TOIMYHITETY 200 CUHAPOMY MMyXJIMHHOTO POCTY.

BijibliIicTh MalieHTiB 3 MaTUMU iMyHOIE(DILIMTAMU HE T10-
TpeOyIOTb IPOBEACHHS IMOTCHIIMHO HEOS3IMeYHUX padn-
KaJIbHUX TeparieBTUUYHMX BTPYy4YaHb i MOXYTb JOCSITTH
MpUHAKMHI YaCTKOBO KOMITIEHCOBAHOTO CTaHY 3a PaXyHOK
iMyHOMOZYJIIOBaJIbHOI a00 3aMiCcHOI iMyHOTepanii, Heo0-
XiIHICTh B IKUX 3A¢OUTBIIOr0 €Mi3oAuyHa, a He TTOXKUT-
Tena [33].

HeoOxinHO po3po0uTH YiTKi KpuUTepii nudepeHIii-
HOI IiarHOCTUKY BEJIMKUX i MaJIUX iIMyHHUX TUCHYHK-
uii. Bimomo, 110 31e6iib1I0TO BeUKi iMyHOnepiluTu
3yMOBJIEHI HECTAUYEIO KiJTBKOX IMyHHUX YNHHUKIB, HAITPU-
KJIam, mpu XBopoOi bpyTroHa 3HM>XXeHa KOHIIEHTpaLIisl BCix
KJIaciB iMyHOTJIOOYITiHiB, a MaJli iMyHHI TUCHYHKITT Xa-
paKkTepu3yI0ThCs AeDIIUTOM SKOTOCh OMHOTO YUHHUKA —
KJiTMHU abo 6inika. OgHaK BimoMi BapiaHTH MaJUX iMy-
HOoAe(}IiUTIB 31 3HMXKEHHSIM yYMICTY oIpa3y KiJIbKOX
KOMIIOHEHTIB iMYHITETY, HaIpUKJIad, KiJTbKOX CyOKJa-
ciB IgG, 3nebinpmoro IgG,/1gG,. Tomy MexaHiCTUYHMIA
MigXig He 3aBXAU € KpalllMM BUOOPOM MiJ Yyac MOILIYKY
KPUTEPIiiB po3pi3HEHHS Pi3HUX PopM iMyHOIePIilIUTIB.
Haiikpaie, Ha Halll MOIJIsIT, BUKOPUCTOBYBAaTU (PYHK-
HiOHAJIBHUH IMiAXiI — 3a KJIIHIYHOIO 3HAYYIIiCTIO iMyH-
HOro po3jany. ManuMu iMyHonedilluTaMu CJIi BBaXKaTu
nepenoBciM Ti iMyHoIeilMTHI XBOpoOu, SIKi B 6ararbox
MalieHTiB MOXYTh MaTH aCUMIITOMHUI/MaJIOCUMIITOM-
HUI nepeoir.

3pinka i KJlacu4Hi iMyHOAedIlIMTA HE CyNPOBOIXKY-
IOTBCSI BaXKKMMU KJIiHIYHMMM nposiBamu. Hampukian, xpo-
HiuHa rpaHyJjeMaTo3Ha XBopoba, Tak caMo sK i CHHIPOM
Yeniaka—Xiraci, y 10% BUIaaKiB Moxe MaTU MaJOCHMII-
ToMHUI niepeOir [125]. ToMy MU TpOITOHYEMO BUKOPUCTO-
BYBaTH KPUTEPiil ABOPA30BOTO MEPEBUILIEHHS 3a3HAUYEHOTO
PiBHS U151 KOPEKTHOTO PO3Pi3HEHHST MAJIMX i BEJIMKUX iMy-
HopediuuUTiB MoauHU. SIKIIo iMyHOOEeIINT MPUHANMHIL
y 20% BuNaakiB Ma€ aCUMIITOMHUI I1epedir, BBaXXaeEMO
3a JOIIbHE OLIHIOBATU SIKOTO SIK MaJly iMyHHY TUC(HYHK-
uito. Ciig IpoBOAUTH IIMPOKE OOrOBOPEHHS MTUTAHHS
KiacudikamiiiHoi MexXi MiX pizHUMU (popMaMu iMyHOIE-
diuuTty 11t BUpoOJIeHHST 3aTaIbHOTIPUAHSITOTO TiIXOLy
IO 1iaTHOCTUKH.

Knacudikauis manux imyHoaediLMTHUX XBOPO6
[lepiy i goTernep ocTaHHIO Kaacugikaliilo MaJuX iMyHO-
nediuuris 3anpononysas Benbtuies 0. y 1988 p. Hapaszi
Taka Kjracudikallis € 3acTapijoro i moTpedye 3HaYHOI Iiepe-
poOKHU.
Mauai imynodegpiyumu (3a Benbrimesum 0., 1988):
TpaH3UTOPHA TilI0iIMYHOITIO0Y/IiHEeMisI HEMOBJIAT;
3arajibHa Bapia0eJibHa TirmoramMMariooyaiHeMist (Mi3Hi
bopmn);
rinep-IgM-, rinep-IgD-cuHapomu, AMCiMyHOTTIO0YJTi-
HeMis;
rimoraMmarjaoOyaiHeMisi 3 HeIOCTAaTHICTIO TOPMOHY
pocry;
cenekTuBHMI gediunt cyoknacis I1gG,/IgG,;
cenekTuBHUM nedinur IgA, IgE;
nedilnT JerkKyuxX Karima-JaHIIoriB iMyHOrI00y 1iHiB;
nucbaIaHC peryasIToOpHux cyonomyssuii T-niMponuTiB
CD4-CDg;
BinmcyTHicTh enitorry CD4;
i30JIbOBaHMI AeDiUT OKpEMUX KOMIIOHEHTIB CUCTEMU
komiuieMenty Clq, Clr, C3, C4a, C4b;
nedeKTH aJlbTePHATUBHOTO ILISIXY aKTHUBALIil CUCTEMU
KoMIuieMeHTy (HemoctatHicTh C3C4b-iHakTuBaTOpa);
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nediuur inrepdepony (IFN);

HEIOCTaTHICTh (DYHKIIiA MPUPOIHUX KiJlepiB;

HeIOCTaTHICTb ajieHO3UHAe3aMiHa3u (Ti3Hi popmum);

IeiluT MieronepoKkcuaasu (harouuTiB;

HEIOCTaTHICTh OMNCOHI3allii MiKpOOpraHi3MiB;

nedinuT HuHKY [127].

Hapas3i BcTaHOBJIEHO, 1110 3araJIbHUI BapiaOeaIbHUI iMy-
HonediuuT, rimoraMMarIo0yIiHeMis 3 AeilIuTOM TOPMOHY
pocty i rinep-IgM-cuHapoM cllii po3rasiaaT SIK BEJIUKi
iMyHOIe(ILUTH, OCKLUIBKY 1Ii iMyHHI AUCHYHKIIiI ITPU3BO-
ISITh A0 BaXKKMX KJIiHIYHMX HACJiAKiB MaiiKe B yCixX Talli-
enTiB. ['inep-IgD-cuHapom HaneXUTh 10 CiIMEMHMX epio-
NUYHUX JIMXOMaHOK i XapaKTepU3YyETbCS HAITO BUCOKOIO
MEeHEeTPAHTHICTIO MATOJIOTiYHOTO TeHa, 11100 BBAXKaTHCS Ma-
JIUM iMYHOIIEilIITOM.

IlonaTTsa «aucballaHC PEeryasiTOPHUX CYOIOIIYJIs-
uiit T-nimpouutisB CD4—CD8» HaaTo po3mute i Hapasi
He MiATPUMYETBCS OJOCIiTHUKAMUA JJISI TI0O3HAYECHHS iMy-
HonmedinuTHOI XBopoou. TakoxX € HETOYHUM TePMiH «He-
JIOCTaTHICTh OIICOHI3allil MiKpoopraHi3MiB». ChOTOmHiI TaKi
po3J1aau 3HAaYHOIO MipOI YTOUHEHI, 1110 TIPU3BEIO 10 BU-
NIJIEHHS] OKPEMUX, YiTKO OXapaKTepu30BaHUX F€HETUYHO
bopm iMyHHUX TUCHYHKILIHA, HAPpUKIIad, AedillUTy MaHO-
303B’513yBaJIbHOTO OiJIKa. ¥Y3araJbHUBIIY HAKOIWYEHI JOTe-
Tep JaHi i BpaxoBYIOUH IOCBI MOIepeaHbO1 Kiacudikariii,
MU IIPOIIOHYEMO TaKy CHUCTeMaTH3allilo MaIuX imyHomedi-
LIUTHUX XBOPOO JIIOIUHU.

Knacudikauis sBigomux

Manux imyHoaecilMTHUX XBOpo6

1. ITopyuieHHs KNITHHHOT JIAHKM NPUPOKEHOTO

iMyHiTeTy:

A. Kiavkicni:

MHOPYIIeHHS 3 00Ky HEHTpoditiB:
cimeliHa JoOposIKiCHA HEUTPOIIEHis;
XPOHIYHUN TUTSIYUM arpaHyI0LHUTO3;
LIMKJIiYHA HEUTPOIEHIs;

MHOPYIIEeHHS 3 00KY JiM(OLIUTIB:
nediuuT MpUPOIHUX KilepiB;
neinut npupoaHux KinepHux T-miMdonuTis;
nediunut Moexymu CD16.

b. Axicui:
nedinut Miesonepokcuaasu ¢GharouTis;
neiluT e03MHOMIIBLHOL MEPOKCUIA3H;
nediuut Mmonekyn CD64.

I1. ITopymenHs ryMopaibHOi JAHKHA NPUPOIKEHOT0

imynitery:
nIediluT OLIKIB cuCTeMU KOMIUIEMEHTY, HacaMmIlepe ae-
¢iumt C2 i TepMiHaIBbHUX KOMITOHEHTIB C6—C9;
Ie(illuT MaHO303B’ I3yBaJIBHOTO MPOTEIHY (JIEKTUHY);
nedilluT CEpUHOBOI ITPOTea3n 2-To THUITY, aCOLiiOBaHOI
3 MaHO303B’13yBaJIbHUM IIPOTEIHOM;
nediuut TapTcuny.

II1. TedinuT KIITHHHOI JIAHKU AANTUBHOTO IMYHITETY:
imiomatuuna CD4+-T-kiituHHA JiMdoneHis;
nedinut Mojexkyan CD8.

IV. Jedinut rymopabHOi JJAHKH ATANITUBHOTO iMYHITETY:
TpaH3UTOPHA TiMOiIMyHOIIO0Y/IiHEMisI HEMOBJIAT;
HekJ1acupiKoBaHa TiloiMyHOIJI00yliHeMisl;
nediuur IgM;
nmedimut cyoknacis IgG;
nediuur IgA;
nediuut cekpeTopHoro IgA;
nediuur IgE;

nediuur IgD;

nedinuT cueunu@iYHX aHTUTLT;

iHII AUCciMyHOTIJIOOyIiHeMil (TToemHaHi i KoOMOiHOBaHi
neinuTy iMyHOIJIOOYJIiHIB).

Etionorisa

Maji iMmyHonediuuTHI XBOPOOU — reHEeTUYHA MMaTOJI0-
Tisl, IPU SIKilA YHEMOXJIUBIIIOETHCS aleKBaTHA MPOAYK-
1isl MEBHOTO iMyHHOI0 YMHHMKA. BiblIicTh BUIiIEHUX
HO30JIOTii HacIpaBAi € CUHAPOMaMU, sIKi 00’€IHYIOTb
KiJIbKa TeHETUYHO Pi3HOPITHUX XBOPOO 3i CITiIbHUM ¢he-
HOTHUIIOM.

Xpomocomni abepauii € BaX11BOIO NPUYMHOIO Ma-
JINX iIMyHHUX IUCGYHKIIN y moneit. MoxXyThb Big3Haya-
TUCH SIK KiJIBKiCHIi, TaK i IKiCHi MOpYyIIEHHS KapioTUIy.
Bimomi Bumagku pisHUX MOHO- i TpPMCOMIli, a TAKOX Killb-
1eBi GopMM XpOMOCOM Y TTAIli€EHTIB 3 MAJIMMU iIMyHHUMU
mucoyukuigmu. Tak, Celmeli F. 3i crmiBaBT. HemogaBHO
MPOAEMOHCTPYBAJIU, 1110 i301b0BaHuit nediuuT IgM Moxe
OyTH IIPOSIBOM CHHAPOMY KiblieBoi 18-1 xpomocomu [16].
B ocHOBi iMmyHOIe(DiIMTY MOXYTh JIEXKaTH TpaHCJIOKAILIil,
iHBepcii, cyOcTUTyLIl, menenii, nyroikamii. 3okpema, ae-
JIelil B 30H1 T'eHiB KOHCTAHTHUX AUISTHOK BaXKKUX JIAHILIIO-
riB iMyHOIJIOOYJIiHiB BBaXalOTh KJIACUYHOIO MPUINHOIO
i3oJIbOBaHUX NeilUTiB KJ1aciB/CyOKIaciB aHTUTIJ y JIIO-
neit (puc. 4).

YMOBHO MOXHa BUAIIWTHU ABi KJAiHiYHiI cuTyauii:
MaJjia iMyHHa IUCPYHKIIIS SIK IIPOSIB XpOMOCOMHOI XBO-
po6u 3 mupiuM GeHOTUIIOM, HanpuKiaa, aediuut IgA
B Hali€eHTiB i3 cuHapoMamu TepHepa i [layHa, Ta Mana
iMyHHa TUCHYHKILiSI IK €MUHUN TTPOSIB XPOMOCOMHOT
abepauii. OcraHHiN BapiaHT 34€0i1b1I0r0 POPMYy€ETHCS
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19pter 19p13.3

Patient 1: 7.2Mb- 211 genes

Patient 2: 6.6Mb - 200 genes

Puc. 4. NapuianbHa Tpucomis 19p13 Ak npuunHa i3onLoBaHoOro
Aediumnty IgM y niopen (3a Seidel M.G. 3i cnisaBT.)

© KniniuHa iMmyHonoris. Anepronoris. IHgekronoris. N2 1 (130) 2021

ISSN 2411-2852 www.kiai.com.ua



Puc. 5. IneHnTtudbikauis mytauii R569W y nauieHta 3 geciumtom
mienonepokcupasu carouumtis (3a Nauseef W.M. 3i cniBaBT.)

B pa3si SKiCHUX MOpPYIIeHb HEBEJIUKUX (parMeHTIiB XpO-
MOCOM, X04a BiZoMi MaJti iMyHHi IuCYHKIIII IK €TUHUI
MMPOosIB MO3aTYHUX (POpM BaKKMX XPOMOCOMHUX abepa-
il 3 BUpa3HUMHU KiJIbKICHUMMU ITOPYILIEHHSIMHU Kapio-
tany [116].

Mpymauii cmpyxmypnux 2enig, 1110 KOIYIOTh iMyHHI YMH-
HUKU, € iHIIO MPUYMHOI0 MaJIUX iMyHOIE(DIIIMTHUX XBO-
po6 y moaeit. Tak, mytatist G90S rena CD8A € npuuuHoIo
PO3BUTKY i30/1b0BaHOrO nediuuty Mojekynu CDS, sk mo-
ka3anu de la Calle-Martin O. 3i crmiBaBt. [21]. ¥ Takomy
pa3i Bil3HAYa€eThCSI MEHICIBCbKUIA TTATePH YCIAAKyBaHHSI,
31e0LIbIIOr0 AaBBTOCOMHO-PELIECUBHUIM 1 PifllIe — aBTOCOM-
HO-JOMiHAHTHUM.

3 oryisiny Ha reHETUYHY T'e€TePOreHHICTh CUHIAPOMIB,
B OJTHUX CiM’sIX 11 iMyHHa AucGyHKIIis MOXe TepeaaBa-
THUCS PELeCUBHO, TOMi K B iHIIMX — JOMiHAHTHO. Tak,
TIpY CiMEWHI TOOPOSIKiCHiIil HEUTPOIIeHi1 ONKCaHi SIK aB-
TOCOMHO-PEeIECUBHI, TaK i aBTOCOMHO-IOMiHaHTHI (popMu
xBopoOu [14]. 31e0iabIIoro BigzHayaloTh MiCcCEHC-MYyTa-
1ii, moB’s13aHi 3 3aMiHaMM HYKJI€OTHUIiB. MOXYTh MaTu
Miclle €eTHiIYHi BiIMiHHOCTi Y IpUpOi MyTalliii, IO IpHU-
3BOISTH IO PO3BUTKY CITUIbHOTO (heHoTumy. Tak, nedinut
MieJionepokcunasu ¢aroluTiB y KpaiHax 3axigHoi €Bpornu
i CIIIA 3ymoBieHuMit 30e6inbiioro Mmyranieo RS69W [91],
Tofi K y Snonii — myTauiero R499C [93] rena mienorne-
pOKCHIA3U.

Y takux BUMagkax 31e6ibIIOro (opMyrOThCS KiJIbKICHI
a00 KOMOiHOBaHi (KUIbKIiCHI i sIKicHI) (hopMM iMmyHOmebiuTy
i BiI3HAYa€eThCSI HE3HAYHA CITIOHTaHHA (hJIYKTYyallisl piBHS
IMYHOJIOTiYHOIO IOKa3HUKA. Y pa3i JOMiHaHTHOIO CIIaAKYy-
BaHHSI B TOMO3UTOT, SIK TIPaBUJIO, (POPMYETHCS TOTAJTbHUI
iMyHOmeILUT, TOMI SIK Y TeTepO3UToT — MapiianbHuii. [1pu

peLieCUBHOMY MaTepHi TOMO3UroTH (hOPMYIOTh TOTAJIbHUI
a00 MapLiaIbHUN iMyHOIEMIIUT 3aJIe3KHO Bill IIPUPOIUN My-
Tallii, TOIi K Y Te€TepO3UroT 3a3BUYail (DOPMYETHCS JIUILIEC
(byHKIIIOHAIBHUI pO31al, IIPU IKOMY Bil3HA4a€eThCs pop-
MaJIbHO HOPMaJIbHU piBeHb iIMyHHOTO YMHHUKA, OJHAK
3HIKECHUI pe3epB agalTalliiiHuX MOXINBOCTEH.

3okpema, Chevailler A. 3i criiBaBT. IOIOBLJIN ITPO PO3BU-
TOK rocTporo JiiMm¢po01acTHOTO JIEMKO3Y B Ialli€HTa i3 Ci-
MeiHUM mnapuiagbHuM aedinutom IgA. Y cectpu Takox
Big3HavaBcs MapuiaabHuil gediuut IgA, ogHak y MaTepi
OyJla HopMaJibHa KOHIIeHTpallisi IgA B cupoBaTIi KpoBi,
ajie aHOMaJIbHO 3HIKEHUM cuHTe3 IgA mma3MaTuyHUMU
KJITUHAMU TIpU CTUMYJISILTL in vitro [17]. Binomi Takox
BUMNAIKW, KOJIU MaJli iMyHoaediluTHI XBOpoOM Big3HAaya-
JIUCS Y CKJIAAHUX FETEPO3UTOT — 0OCi0, 1110 MaI Pi3Hi My-
Tallii B MAaTepMHCHKOMY i 0aTbKiBCHhKOMY aJielli. 30KpeMa,
npo Taki (GOpMU NMEPBUHHOIO AeillUTy Mi€JlONepoOKCH-
na3u ¢arouuTiB moBimzoMman Romano M. 3i cmiBaBT.
[109].

®dopmu Manux iMyHoaeIiLUTIB, 3yMOBJIEHI MEH/IEiB-
CbKMMM MyTallisIMU, HaOLIbIIe CX0Xi Ha KJTAaCUYHi iMyHHi
IUCGYHKIII 3i CTIAKUM INTMOOKMM nedilluTOM iMyHHOTO
YMHHMKA, TTO3UTUBHUM CiMEHHUM aHAMHE30M i TUTIOBOIO
KJTiHIYHOIO KapTUHOIO XBOPOOH.

Iloaimopghizmu cmpykmyprux 2enie i npomomopa € iHILIOIO
IPUIMHOI0 MaJIUX iMyHOIEMILUTIB TIOAUHU. Y TaKOMY pasi
1151 popMyBaHHSI KJIiHIYHO 3HAUYYILIOTO iIMyHHOTO po3j1amy
HeoOXiTHe HAKONMMYEHHS KiIbKOX HECITPUSITINBUAX MOJi-
Mop(}i3MiB y OIHOTO TalliEHTa, TOMi K Y 3I0POBUX HOCIIB
BiI3HAYaIOTh MOOIMHOKI ITOJiMOp(i3Mu, SIKHUX HEIOCTAT-
HBO JUTI KJIiHiYHOI MaHidecTarii.

V 11bOMYy KOHTEKCTi MOXHA BUIUIMTHU IIPUHAAMHI IBi
pi3Hi cuTyallii: KoMOiHallisl moJiMOp(i3MiB JIMILIEe CTPYK-
TYPHUX F'€HiB, SIK 1I€ Bi[3HAYAEThCS B ICSIKUX BUITaJKaX Ae-
(inuTy K1aciB/cyoKmaciB iMyHOTI06YITiHIB (pHc. 6), i KOM-
OiHalis moyiMopdi3MiB IIPOMOTOpA i CTPYKTYPHUX T€HIB
Y OHOTO Malli€HTA, 1O BiI3HAYAETHCS MPU AeDIilIUTi MaHO-
303B’SI3yBAJIbHOTO OiJIKa. Y TaKOoMy pa3i yacTo (GopMyIOThCS
napiianbHi popmu iMmyHonedilUTy 3i 3HaUHOIO (IyKTya-
Li€0 PiBHS iIMYHOJIOTIYHOIO ITOKAa3HUKA, 110 MOXE IMiTy-
BaTU BTOpUMHHUIT iMmyHonmedinuT. Tak, Bottaro A. 3i criB-
aBT. imeHTUdiKyBanu noaiMopdizmu B nitgsHkax IGHGP,
G2, PG2, PG4 i SG4 ctpykrypHux renis IgG, y 39 naui-
€HTIB 3 BepU(}PiKOBAaHUM i30JIbOBAHUM A(PIiLIUTOM IILOTO
cyoxiacy IgG 3a BimcyTHOCTI 03HaK MyTallili TeHiB i nelie-
miii xpomocowm [12].

Puc. 6. Monimopcpiam reHiB KOHCTaAaHTHUX AINAHOK iIMyHOrnNo6yniHiB
npu npoBefAeHHi ribpuaunsadii southern blot y nauieHta 3 nepBuHHUM
Aedpiumtom IgG,, IgG, Ta IgE (3a Ninomiya H. 3i cnigasr.):

1 — noacbka nnaueHTa; 2 — FLEB14-14; 3 — 1HK nauieHTa
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KpiM TOrO, B OCHOBI Majioro iMmyHoae®iluTy MOXe Jie-
XKATU 2eHemu4Ho 0emepMiHOGAHUL iIMYHOPe2YyAAMOPHUIL
po3aad TIpU iHTAKTHIl CTPYKTYpi T'eHa, 110 Konye OiTOK.
Kiacuynuit mpukian — MyTailii, 0 3yMOBJIIOIOTH IOPY-
ILIEHHSI MTPOLIECiB MEePEKTIOUEHHS i30TUITIB aHTUTI il yac
iMyHHOI Binnosimi. Taki mamieHTy 3maTHi IPOIyKyBaTH He-
YIIKOJKEHUN MPOTEiH Y JOCTaTHIN KiJIbKOCTi, OCKITBKH
MIiCTSITh HOpMaJIbHi CTPYKTYPHi TeHU, OAHAK HE OTPUMY-
I0Th HaJIEXKHUX aKTUBALliIMHUX CUTHAIIB IJIs1 peKOMOiHa-
TUBHUX IIPOILIECiB a00 TPaHCKPUIILIl.

3okpeMa, Giambra V. 3i criBaBT. Y KOHTPOJbOBAHOMY
IOCIIIKEeHHI 32 y4acTio 88 iMyHOCKOMIIPOMETOBAaHUX ITa-
mieHTiB i 101 3mM0poBOi 0COOKM BCTAHOBWJIM, 110 ayiesb *1
reHa-nmocuaoBadya HS1.2 aconiiioBana 3 medinurom IgA
it IgM y moneii [40]. Y Takomy pasi MoxXyTh ¢hopMyBa-
THUCH SIK IIEPMaHEHTHI, TaK i TpaH3UTOPHi dopmu mep-
BUHHUX iMYHOAEDILIUTIB, MpU AKUX AeDillUT iMyHHOTO
YUHHUKA (DOPMYETHCS JIUIIIE B IIEBHI IEePioa OHTOTEHE3Y
1 3a3HA€ CIIOHTAHHOI a00 iHAYKOBaHOI MEIMKAMEHTO3HOI1
KOMIIeHcallii B iHIIi poku XuTTs. Hepinko Bigz3HayaeTbes
IIMPOKUIA iara3oH ¢IyKTyallii piBHSI iMyHOJIOTiYHOTO T10-
Ka3HHUKa, a MOAiOHICTh A0 BTOPMHHOIO iMyHOAEDIiLIUTY
€ HalOIIbIIOIO.

MoxHa BUAUINTY TPU XapaKTepHUX gheHomenu imyHode-
diyumnux x60pob6, 06ymoe.aeHuUX IMYHOPE2YAAMOPHUMU PO3-
aadamu:

1) dbopMyBaHHS pi3HOro (peHOTUNY B Pi3HUX IMalli€H-
TiB 3 OAHAKOBOIO MYTAlIi€l0 IIEBHOTrO reHa (Tak, MyTaillii
reHa TACI MoXyTb IpU3BOIUTHU 10 PO3BUTKY SIK (heHO-
TUILy i30;1bOBaHOrO mediuuty IgA, Tak i BUOIpKOBOIO 1e-
dinuTy cybknaciB IgG abo 3arajbHOro BapiabeabHOTO
iMyHOmeiuuTy B pi3HUX MALiEHTIB, HABITh WICHIB OMHI€El
ponunn) [103];

2) po3mupeHHs abo, HaBIIaKM, 3BY>KEeHHS JabopaTop-
Horo (heHOoTUITy iMyHOIe(hIIIUTHOI XBOPOOH T1iJ Yac OH-
ToreHe3y (oIKMcaHi SIK BUIIaIK1 CyOKOMIIeH Callii 3arajib-
HOro BapiabenbHOro iMmyHoaeiluTy 10 i30JIbOBAHOTO
nediuuty IgA [54], Tak i AeKoMIIeHcalii BUOipKOBOTO
nedinuty IgA no deHoTHITY 3aTaIbHOTO BapiabeIbHOTO
iMmyHO#ehiuuTy 3 GOpMYBAHHSIM TilIOIMyHOIJIOOYIiHE-
Mii [76]);

3) TpaHcdhopMallisi OMHOTO JJab0PaTOPHOro (PEHOTUITY
B iHIIMM, BiIMiHHMI BiJ monepeaHboro, B OJHOIro mnaili-
€HTa (BiZOMi BUIIAAKM MEPETBOPEHHS Ae(illUTy OMHOTO
cyoxitacy IgG Ha nedinuT iHITOro 3 BUIO3MIHOIO KIIiHid-
HOI KapTUHMU i IOBHOIO CIIOHTAHHOIO HOPMaJIi3alli€lo Mo-
MepeIHbOr0 iMyHHOTO TIOpYIIeHHS [66]).

JlesiKi reHeTUYHI IMOPYILIEHHS BILIMBAIOTh Ha (op-
MYBaHHsI OKpPeMHUX CHUHIPOMIB MpPU MaJUX iMyHHUX
IUCcYHKIISAX, HE BU3HAYAIOUU MPU LIbOMY PO3BUTOK
BinacHe imyHonmedinuty. Tak, Ferreira R.C. 3i cmiBaBT.
B KOHTPOJIbOBAHOMY AOCIiIKeHHi 3a yyacTio 430 ypa-
keHux nauieHTiB i 1 090 3mopoBux ocib rmokasajiu TiCHY
acouiamiio rs6498142C>G CLECI16A (p=1,8x10"7)
i rs1990760G>A IFIH1 (p=7,3x10"'") Ta po3BUTKY aBTOi-
MYHHUX YCKJIQJIHEHb, 3[€01IbIIIOT0 CUCTEMHOTO YePBOHOTO
BOBYAaKa Ta IyKPOBOTO AiadeTy | TuIly, y maiieHTiB 3 BUOip-
koBUM nediuurom IgA [29].

Crim BpaxoByBaTH, IO JIesAKi TeHeTUYHi ITOPYIIECHHS
napagokcajbHUM YMHOM BUSIBJISIOTh 3aXMCHUI BIUIMB
IIOJI0 PO3BUTKY MajuX iMyHOAediUUTIiB i MOB’sI3aHUX
3 HUMU ycKiaagHeHb. Tak, Freiberger T. 3i cmiBaBT. 1m0-
Kazau MPOTEKTUBHUI edeKT PeHOMEeHY BiICyTHOCTI ac-
napariHoBOi KMCIO0TH B Imo3uilii 57 DQ Gera-naHiiora

mono izonapoBaHoro gediuuty IgA [39]. Bomnouac de la
Concha E.G. 3i crmiBaBT. IIpOA€MOHCTPYBaJIM HETaTUBHY
(mpotekTuBHY) acouiauito aneyiss TNFal0 Ta i3o1b0BaHOrO
nedinuty IgA B moneit [22].

Takox citig BpaxoByBaTH, 1110 MaJti iMyHoaedillMTHi XBO-
po0u acoliiioBaHi 3 IEBHUMU 40KYyCAMU 2iCMOCYMICHOCHII,
1110 TIPUHAMMHI YaCTKOBO MOX€ MOSICHUTH MOAiOHiI acoLli-
arlii, BUSIBJICHI IIPY aJIEPTiYHMX i aBTOIMyHHUX CUHAPOMaAX,
SIKi 4aCTO € CKJIAMOBMMM KJIiHiYHOTO (DEHOTHITY iMyHOIE-
¢inury. Tak, Ferreira R.C. 3i criBaBT. B IONyJISLiTHOMY
MOCJIIXKEeHHI 3a ydacTio 772 nauieHriB 3 aediuutom IgA
Ta 1 976 3m10poBUX 0Ci6 3araJbHOI MOIYJIAILIT BCTAHOBWIA
acotialito poro imyHonedinuty 3 HLA-DQB1*02 (p =
7,69x10(—57); OR = 2,80), HLA-B*0801-DRB1*0301-
DQBI1*02, -DRB1*0701-DQB1*02, DRB1*0102 (p =
5,86x10(—17); OR = 4,28) ta DRB1*1501 (p = 2,24x10
(=35); OR =0,13) [30].

Enipemionoris

Mauni imyHOmeiuTHI XBOPOOU € JOCUTH HOIITUPEHUMU
B JIIOACBHKiN momynsiii (nuB. Tabauio). He3paxarouu
Ha JesiKi BUHSITKM, MOXHa BU3HAYUTU 3aKOHOMIipHICTh:
110 MEHIIIa iIMyHHA HEJOCTATHIiCTb JIEXXUTh B OCHOBI iMy-
HomedIiuUTy, TO OUIBIIOIO € 1i MOIIMPEHICTDb CEpe IO,
e TTOB’sI3aHO 3 0OMEXEHOIO Ai€l0 IIPUPOITHOTO 1000pYy.
He BukiioueHo, 110 3 1Li€i caMol MPUYMHY HOKpPaIIeHHS
SIKOCTi XUTTS Cy4yacHOI JIIOAWHM i ITOJIMIIEeHHs HalaHHS
MEIUYHOI JOMTOMOTM MapagoKCcalbHO CIIPUSIOTh HAKOTIU-
YEHHIO MaJIMX iMyHOAE(MILIMTHUX XBOPOO Y JIOACHKIl Mmo-
TTYJISLIiI.

Hamnpuxian, izonsoBanuii gediuut IgD, 3rigHo i3 cy-
YaCHMMHU JaHUMU, HE 3YMOBIIOE PO3BUTOK iHMEKIIili-
HOTO CUHIAPOMY i 3piiKa € MPUYMHOIO NESIKUX aBTOi-
MYHHMX Ta iMyHO3amnajJbHUX PO3JaliB y Jlonel, y TOMY
YUCIIi aBTOIMYHHOT'O TeNATUTY i CUCTEMHOIO YePBOHOTO
BoBuaka [74]. IlommupeHicTh LILOTO iMyHOOEMIUTY dyXKe
BHCOKa — Ha PiBHI 6—8% MpencTaBHUKIB MOyl [34].
CamMe B 0€3CMMITOMHOCTI Iepediry Boa4aroTh IPUIMHY 00-
MEXEeHHS Iii TpUPOJHOTO 1000pY i (peHOMEeHY HAKOMuU-
YeHHS LIbOTO iMyHOAe(ILINTY cepel JIIoAei.

Tum He MeHIe, iCHYIOTh YNHHUKU, 1110 BTPYYarOThCS
B pPO3MOAiI iMyHOAe(DIIUTHOI XBOPOOU B ITOIYJISIIII.
M neTbest po edeKTH 3aCHOBHUKA i CeJIEKTHBHOI epeBartil.

Ta6nuus. MowmpeHicTb Manux imyHoaediunTHIX
XBOpPO6 cepepn noaen

IMmyHopedbiLuTHa XBOPO6Ga YacrtoTa

Hediunt IgM 1:385 B €Bponi [50]

Oedpiumr IgG, 1:26 B €Bponi [66]

Oedpiumr IgG, 1:400 B €Bponi [38]

Hediumnt IgA 1:160-1:500 B €Bponi i CLUA [107],
1:2000-1:4000 B Kurai [28]

HediunT IgE 1:30 B €Bponi [23]

HediumnT IgD 1:12-1:14 B €Bponi [34]

[ediunTt MaH0303B'A3yBanb-
HOro NpoTeiHy

1:10-1:20 B EBponi [129]

[ediunT KOMNOHEHTY
Komnnementy C2

1:10000 (romo3uroTw),
1:50-1:100 B €Bponi (reTepo3unroTu)
[101]

[ediunT KOMNOHEHTY 1:1000 B AnoHii [48]

komnnemeHty C9
HediunT Mienonepokcmaasu
harouuTis

1:2000-1:4000 B €poni i CLUA [91],

1:10000 B AnoHii [93]
IpionatnyHa CD4+-T-KniTUHHA 1:400 B €Bponi [13]

nimdponeHis
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Egpexm 3acnosnura peanizyerbcst B OOMEXEHUX, 3aKpH-
THUX MOIYJISLISIX, Oe BIIepIle 3’ IBUIacs MyTallis, siKa Jie-
KUTb B OCHOBI iMyHonedinuTHOI XxBopoou. Lleit edpekr
MOXXe CIIPUSTH HAKOTIMUYEHHIO XBOPOOU B IMEBHOMY pe-
rioHi yepe3 Majly KiJibKiCTbh cXpelllyBaHb 3 MpeacTaB-
HMKaMU iHIIMX ITOMYJISIii i, HaBImakKu, oOMeXyBaTu
HAJXOMXEHHSI TeHETUYHUX XBOPOO 3 iHIIMX €THOCIB.
KnacuyHuM mpukiaamoMm BIUIMBY e(peKTy 3aCHOBHUKA
€ SMoHCbhKa monysuisa. Tak, momupeHicTh aediuuty
Mienonepokcumasu dparonurisB y 3axinHii €spomi i CIITA
ctaHoBuTh 1 Bunamox Ha 2000—4000 MemIKaHIiB, TOAI
K y fAnonii — monaliMeHmie 1 Bunagox Ha 10 000 oci0.
IIpu oMy B 3aXiTHOMY CBiTi XBOpoOa 3yMOBJIeHa MY-
tamiero R569W [91], a B AnoHii — iHIIMM reHeTUIHUM
nopyieHHsM [93].

EdexT 3acHOBHMKA TaKOX MOXKE 3yMOBIIOBAaTH HEO-
ITHOPIIHICTb MOIIMPEHHS XBOpOOU B ONHi#l reorpadiv-
Hill 30Hi y 3B’SI3KY 3 HasBHICTIO Ha ii TepUTOpii Cy030H,
Ile TMPaKTUKYIOTh OJM3bKOCTIOpinHeHiI nuttoou. Tak, 3a-
rajoM AediluT Mieaonepokcuaasu parouuTiB B Itamii
3ycTpivaeThes 3 yactorow 1 Bunmagok Ha 2000 MemkaH-
1iB, ogHaK y npoBiHuisax bpemris [4] ta Friuli-Venezia
Giulia [18] yacTtora xBopobu nocsirae 1 Bunagok Ha 500
MEIIKaHIIiB.

Egexm ceaexmuenoi nepesazu nociabiioe 1ito Mmpu-
poIHOro 1o6Opy y 3B’13Ky, Ha IEePIIUi MO, 3 mapa-
JIOKCaJIbHOIO MOSIBOIO MEBHUX CIPUSITIUBUX, KOPUCHUX
BJIaCTUBOCTEH, OB’ sI3aHUX 3 iMmyHonedinuToMm. HaBiTh
X-34ernieHa araMMarjo0yJiHeMisl, Baxxka ¢hopMa repBUH-
HOI'0 TyMOpPAaJIbHOTO iMyHOIeIilIUTy, CYIIPOBOIKYETHCS
MPUPOTHOIO PE3UCTEHTHICTIO 10 Bipycy Emmureitna—bapp
[26]. ¥V pasi manux iMyHHUX TUCPYHKIIA ePEKT ceaek-
TUBHOI IepeBarv BUpaXXeHUI cviibHile. Tak, HaKomu-
YyeHHs aedinuTy KOMIIOHeHTY KoMIiuieMeHTy C2 cepen
SITIOHLIIB TTOB’SI3aHO, OKPIM iHIIIOTO, i3 3aXWCTOM Bijl po3-
BUTKY iH(MEKILiHO-TOKCUYHOTO MIOKY IiJ YaC MEHiHIO-
Kokuemii. JlediliuT MaHO303B’s13yBaJIbHOTO OijiKa 3yCTpi-
YaeThCS MaliKe 3 TAKOIO CaMOIO YaCTOTOIO, 110 M Ae(iluT
IgD, ogHak yacTo NpU3BOAUTDH 10 PO3BUTKY KJITiHIYHUX
CUMIITOMIB, HEPiIKO — TaKUX, IO 3arPOXYIOTh KMTTIO
(puc. 7).

SK1110 MaJIOCUMIITOMHICTh € OCHOBHOIO BiZIOMOIO IIpH-
YUHOIO MOIIUPEHHS i301b0BaHOTO nedinuty IgD, To npu
nediunTi MaHO303B I3yBAILHOTO OijIKa y 3B’SI3KY 3 BEJIM -
KOO KiJIbKIiCTIO KJIiHIYHO MaHidecTHUX (hOopM, SIK BUIA-
€TbCsI, BaXJIMBIllle 3HAYCHHS MalOTh MEBHI IIepeBaru, 1o
Hamae 1 iMyHHa AUCYHKIIisI, HATIPUKJIIA, 3aXUCT Bif
MyJIbMOHAJILHOTO TyOepKyab03y [118] abo oOMexeHHs
BOTHMIIA illIEMiYHOTO iHCYJIBTY NIPU LEPEOPOBACKYJISAP-
Hiif xBopoOi [96].

AK npaBuyio, HE BiI3HAYAETHCSI MEBHUX TeHIEPHUX
BiIMiHHOCTE# y MOIIMPEHOCTI MaInX iMyHOAe(hilIUTHUX
XBOpOO cepes JroAei, OCKIIBKY 11i iMyHHI TUCHYHKIIIT
3pigka mepenaloThes 3a X-3uermaeHuM TuioMm. OgHak
y DeSIKUX MOCHiIXKEeHHIX MPOJeMOHCTPOBaHi Taki Biji-
MiHHOCTI, III0 MOX€ OyTHU IIOSICHEHO BIUIMBOM CTaTE€BUX
TOPMOHIB.

Tak, moka3aHo, 1110 3aCTOCYBaHHSI IMepOPaTbHUX KOH-
TpaUEeNnTUBiB MPU3BOAUTD 10 BTOPUHHOTO AedilluTy npu-
POIHUX KiJepiB Y XiHOK [7], TOMy (heHOMEH BILUIMBY CTa-
T€BUX TOPMOHIB TEOPETUYHO MOXE MaTU 3HAYEHHS MpU
MaHidecTalii NepBUHHOIO AeDilUTy IIPUPOTHUX Kijle-
piB y npencTaBHUKIB pi3HOi ctati. Hanson L.A. 3i cmi-
BaBT. BCTAHOBWIM, IIIO Cepell AiTeld Ha neiuuT cyOKiIaciB

jiisiai

Puc. 7. MowmpeHicTb nepBUHHOro aediuuty MaHO303B’I3yBaNIbHOro
NeKTuHy y cBiTi (3a Thorsten Thye 3i cniBaBT.)

IgG yvacrime crpaxnaroTh XJaomuuku (3 xmomyuku/1 mi-
BUYMHKA), TOJi SIK cepell TOpoCauxX iMyHonediluT ya-
cTile peecTpyloTh y XiHoK (1 4yonoBik/3 xiHku) [47].
Ahmad D.S. 3i cniBaBT. NOBiZOMUWJIM TIPO CIiBBiIHO-
IIEHHS YOJIOBIiKiB i XXiHOK Ha piBHi 1,8:1,0 cepen mairi-
€HTIB 3 imionatuuHolo CD4+-T-kaiTuHHOIO JiMdoTie-
Hiero [3].

PacoBi BiZIMiHHOCTI y 4acTOTi XapakKTepHi He IJIsT BCiX
Manux iMmyHHuHX nucoyHkuiii. Feldman C. 3i cmiBaBrT.
y creniajJbHO CILUIAHOBAHOMY NOCHiAXEHHI He BUSBUIU
CYTTEBUX BiIMIHHOCTEM Yy YaCTOTi i KIIHIYHKUX IIPOsIBaX
i3ompboBaHoro nedinuty cyoknacis IgG cepen npeacras-
HUKIB OiJIoi Ta yopHOi pacu [27]. HaToMicTh BubipKoBuUit
nedinut IgA 3yctpivaerbes 3 yactoToro 1:160—1:500 ocio
cepen eBponeoinis i aumie 1:2000—1:4000 — cepen MOH-
royioiniB [28].

Jlesxi iMyHHi TUCYHKIIIT IPOSIBISIIOTHCS OijIbIie B TH-
TssyoMy Biui. Hanmpukian, nediuut IgA vacro 3ycTpiva-
€TBCSI CEPEI AiTeil, OMHaK 3a3Ha€ CIIOHTAHHOI KOMIIEHCAllil
1o 10—12-pivyHoro BiKy IIIOHAWMEHIIIE B TTOJIOBMHI BUITA/I-
KiB. Lli Tak 3BaHi BikOBi iMyHOIe(hIilIUT HE MAlOTh OyTHU
MiJCTaBOIO JUIsl HEBUMPABAAHOI CAMO3aCIOKOEHOCTI KJTiHi-
LUCTIB, OCKUJIBKM 10 MOMEHTY KOMIIEHCAIlii iMyHHA OUC-
(YHKILiS MOXe MPU3BECTU 1O PO3BUTKY BAXKKHUX YCKIIAI-
HEeHb, HaIIpuKJjad, OpoHXiaJIbHOI aCTMU 200 I0BEHIILHOTO
peBMaToinHoro apTputy. Jdeski maji imyHonediuuTu, Ha-
npukian, imiomatnuna CD4+-T-kinituHHA JiMdoIeHis,
yacrillle 3ycTpivyaloTbesl cepell 0pociuX, HixX cepel Ii-
Teii [3].

Kniniynuii ne6oT iMmyHOnedIilIUTy MOXIUBUIA Y OyIb-
sIKOMY Billi. Tak, onmrcaHo BUIIaJ0K PO3BUTKY MOTEHIIIAHO
JIeTaTbHUX iHTpauepeOpalbHUX OaKTepiaJbHUX a0CEeCiB
Y HOBOHapomxeHoro 3 aedimurom IgA, 1o Bkasye Ha 6e3-
npeueaeHTHO paHHIO MaHidecTalio xBopoodu [111], Tomi
K Endoh M. 3i cmiBaBT. MOBiZOMMIN IpPO IEPIIi IPO-
aBu gediuuty IgM y 85-piuHoro maiieHTa, SIKOro pa-
Hillle BBaXkaln iMyHoKoMIleTeHTHUM [24]. Kpim Toro,
iMyHOIEeDIiIUTH MOXYTh BUIO3MIHIOBATH KJIiHiYHi Mpo-
SIBU BIIPOJOBX OHTOTEHE3Y: SIKIIO B AiTeil ITepeBaxXaioTh
iHGeKUiiiHi CUMIITOMM, TO B JOPOCJIMX € OiJIbIIOKO MU-
TOMa Bara ajJepriYHMX, aBTOIMYHHMX i HEOIUIACTUUYHUX
YCKJIaJJHEHD.

CrociO xXUTTS, iIHIMBITyaTbHUIM TOCBII B3aEMOII 3 MiKpO-
OopraHi3aMaMmu Ta BILTUMB JOAATKOBUX HECTIPUSTIIUBUX YUH-
HUKIB Cepi103HO BILUIMBAIOTh HAa BaXKiCTh IIepebiry Maamx
iMmyHonediuuTHUX XBOopoO. OmHaK 10 OLiHKY IMOTEHIIiITHO
IIKiIIWBUX YMHHUKIB CJIiJ HiIXOOUTH IU(EepeHIIiiI0BaHO
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MpU KOXHOMY iMyHOAeDILIUTi 3 ypaxyBaHHSIM 0COOJIMBOC-
Teil maToreHe3y XBOpoOu.

Taxk, KypiHHS MOXe MOIJIMOIIOBATY HAsIBHUM AediluT
cyoxiaciB IgG, sk e mokaszaau B CIIeliaJIbHOMY JOCiI-
>keHHi Popa V. 3i criBabr. [99]. HatomicTb npu gedinuri
Mi€JIONepOKCUIAa3 Bil3HAYAETHCS ITapagoOKCATbHO 3HU-
>KEHUI pu3KK (hOPMYBaHHSI paKy JiereHb BHACIIIIOK TIOTIO-
HOITAJIiHHS, OCKiJIbKM 3a3HaYeHUl (pepMeHT Oepe yJacTb
y okcuaallii 6eH3mipeHy 3 hopMyBaHHSIM MeTa0OIiTiB-KaH-
LeporeHiB. SKIo ioHi3youa pamiaiis € BaXJIMBUM YMH-
HUKOM (popMyBaHHSI BTOPMHHOTO AeMIillUTY MPUPOTHUX
KiJIepiB, 1110 MOXe 3yMOBUTHU ITOTIMOJICHHS IIePeIiCHYIO-
YOro MepBUHHOIO iMyHOAEDILMUTY, TO IPUPOIHI KiepHi
T-KJ1iTHHY BUSIBISIIOTH PE3UCTEHTHICTh 10 IIPOMEHEBOI Te-
parii [61].

MaToreHes

PenunuBHi iHdekuiiiHi ypaXXeHHS € IpsIMUAM HacJIiI-
KOM neilluTy MeBHOrO iMyHHOTO YMHHUKA B iMyHOCKOM-
IIPOMETOBAaHMX ITAIliEHTIB, a iXHS YacTOTa M BaXKiCThb
BU3HAYaIOTHCS BarOMIiCTIO BTpaueHOro ¢akropa B 3jiiic-
HEHHi 3aXMCHOI iMyHHOI BIiIITOBiIi IIPOTU MiKpOOpPraHi3-
MiB, 110 aTaKylOTbh OpraHiam JoauHu. Tak, nedinurt ma-
HO303B’S13yBaJIbHOTO OiJIKa IIPU3BOAUTH A0 ITOCIA0JICHHS
pO3ITi3HaBaHHSI MAaHO30BMiCHUX MTATOI€HiB, 3HWXKEHHS iH-
TEHCHBHOCTI 3aIlaJIeHHS, HEIOCTAaTHOCTI peaKIliii KOMILIe-
MEHT-0MOCepeIKOBAaHOI IMTOTOKCUYHOCTI, 1110 00YMOBJTIOE
PO3BUTOK iHQEKIINHUX YpaKeHb, HacaMmIlepe OaKTepiaab-
HUX i TpubKoBuX iHbekii (puc. 8) [112]. [Ipu nedimuTi
MIPUPOIHUX KiJIepiB YHEMOXIIUBIIOETHCS peasidallis peak-
1Iilf CHOHTAHHOI KJIiTUHOOIIOCEPEAKOBAHOI IIMTOTOKCUYHO-
CTi, III0 CTBOPIOE MEPEIYMOBH IJISI PO3BUTKY BipyCHUX iH-
dexkuiii [15].

Xoua IIpy ryMOpaIbHUX iMyHOAeilIMTax yacTillle po3BU-
BalOThCSI OaKTepiaabHi iHGEKii, a TPy KIITUHHUX — Bipy-
CHI, Li BigMiHHOCTI He € abcomorHuMu. ko IgG, i IgG,
CHPSIMOBaHi 3[€01JIBIIIOTO MPOTU MOJIiCaXapUIHUX aHTUTE-
HiB, T0 IgG | i IgG, po3misHalOTh EPEBaXHO OLIKOBI MOJIE-
KyJIM, y TOMY Yucii aHTureHu BipyciB. Tomy Kallio-Laine K.
3i CIiBaBT. Y CHIeLiaJIbHO CIUIAHOBAHOMY JOCiIKEHHI IIPO-
JEMOHCTPYBAJIU, 10 CUPOBAaTKOBa KoHLeHTpauis IgG Oyna
Huxuyoto (p = 0,009), a yactota BUSBJAEHHS 130JIbOBAHOTO
nedpinury I1gG, — 6inbworo (p < 0,001) y nauieHris 3 pe-
LUAVNBHUM CEPO3HUM MEHiHTiTOM MoJuiape, cripudnHe-
HUM BipyCOM IIPOCTOTO repriecy 2-To TUIY, Yy TTOPiBHSIHHI
3 KOHTPOJIBHOIO IPymo0. PU3nK HOBOro emizony MeHiH-
TiTy 3pOCTaB 3i 3HWKEHHAM KoHueHTpauii IgG, (mokasHuk

A

Count

10° 10! 102 10° 10*
Anti-MBL
Puc. 8. MNocna6neHHsi oncoHi3aLii 3MMo3aHy NOBEPXHEBUX CTPYKTYP

rpubkis npu aediunTi MaHO303B’A3yBaNIbHOI0 NEKTUHY
(3a Dean M.M. 3i cniBaBT.)

inumnenty 2,05). Excnipecist aneneit HLA-DRB1*01 i -B*27
Oyna acouiiioBana 3 gediuurom IgG, i BUCOKUM PUBUKOM
HelpoiHndexkuii [58].

Po3Butok anepriyHux, iMyHO3amaJbHUX i aBTOIMyHHUX
YCKJIaTHEHb 3yMOBJICHUIA TTOPYIIEHHSIM peati3allii iMyH-
HUX peakilii 3 MiATpUMaHHS TOJEPAHTHOCTI OO0 JAeIKNX
€HIOTeHHUX i eK30TeHHUX aHTUTEHIB Py JeillnTi meB-
HUX YMHHUKIB iMyHITeTy, 3adisIHUX Yy peaji3allii MexaHi3-
MiB iIMyHHOI TOJIEpaHTHOCTi. MOXHa cKa3aTu, 1110 B TAKUX
BUMNAAKaX BiA3HAYAETHCS pealizallis MKiIInBOoi, HeCaHK-
IiIOHOBAaHO1 iIMyYHHOI peakilii Yepe3 He3MaTHICTh KOHTPO-
JIIOBaTU iIMYHHY peaxililo 3 IIPUTHIYeHHS ajleprii Ta aBTO-
iMmyHiTeTy. ST pO3BUTKY iMyHO3aJI€XHUX YCKIaTHEHb
HeoOXximTHa HAasIBHICTh iMyHHOI HEIOCTATHOCTI TaKoi IJIH-
OWHMU, 110 3yMOBUTh MOPYIIEHHS peaKlliil 3 MiATpUMaHHS
TOJIEPAHTHOCTI, OIHAK 30epexXe 3JaTHICTh iMyHHOI CuC-
TEMM peajli3yBaTy iMyHOOIMOCEPEIKOBAHE aBTOMOIIKO/ -
JKEHHS.

Taxk, rpu TSXKKUX KOMOiHOBaHUX iMyHOaedilIuTaX aBTO-
iMyHHi po3iaay Maiike He peECTPYIOTh yepe3 IpaMaTh-
HicTb iHPeKUiiHUX ypaxkeHb i NIMOOKY JiMdorneHio abo
HaBiTh aJliM(OIIMTO3, ITOB’sI3aHi 3 HECTAUCIO AaBTOPEaKTUB-
HUX JiMQOIUTIB, 3TaTHUX OIOCEPENAKYBATU aBTOIMYHITeT.
HaromicTp nmpu Manux iMyHHUX IUCQYHKIIISIX 3 HETI00-
KO0 iMyHHOIO HEIOCTaTHICTIO i 3HAYHOIO MipOI0 peayKo-
BaHOMY iH(GEKIIiiTHOMY CUHAPOMi (DOPMYIOTBCSI CIIPUSIT-
JINBI YMOBH IIJIsI PO3BUTKY iMYHO3aJIEXKHUX YCKIIaTHEHD,
BaXKIiCTb SIKMX y 0araTbOX BUITaAKAX IEPEBUIILYE BaXKKiCTh
BJIacHE iH(EeKUiNHUX ypaXKeHb.

[Mpu imyHOnediMTHUX XBOpoOax Big3HAYarOTh Pi3Hi
MeXaHi3MM pO3BUTKY iMyHO3aJIeXKHMX yCKIIagHeHb. [1pu
OIHOMY ¥ TOMY caMOMy iMyHOIe(DIIUTi i B OMHOTO i TOro
caMoTro ITalliEHTa MOXYTh peaji30ByBaTHUCS Pi3Hi Me-
XaHi3MU (popMyBaHHSI ajeprii Ta aBTOIMYHITeTy, TOMIi
SIK TIpM Pi3HUX iMyHOIe(ilnTax BUHUKAIOTh iMyHO3a-
JIEXXHIi YCKIaMHEHHS 31 CITITbHUM MEXaHi3MOM PO3BUTKY.
[Ipu rymopanbHux iMmyHomedinuTax (GpopMyIOThCS Me-
pPeBaXkKHO aBTOIMYHHi YCKJIAMHEHHS 3 IIUTOTOKCUYHUM
Ta iMyHOKOMILIEKCHMM MEXaHi3MOM PO3BUTKY, TOMi
SIK TIpY KJIITUHHUX — 3[1e01JIbIIOr0, aje He BUKIIOYHO,
KJIITUHHI peakiii aBToiMyHiTety. I1lpu darouurapHux
iMyHonmedilMTax MUTOMA Bara ajepriuHuX Ta aBTOIMyH-
HUX YCKJIAAHEHb MEHILIA, HiK TIPY MOPYIIEHHSX anarn-
TUBHOTO IMYHITETY.

Tak, aTomivHi peaxiiii, 3yMOBJIEHi KOMIIEHCATOPHOIO
rinepnpoayknieio IgE, TumoBi a1 nepBuHHUX gedi-
LIMTIB iHIIMX KJaciB/cyOKiaciB iMmyHorao0ymiHiB. [Tpu
aedinuti IgA Ta IgG, pU3UK PO3BUTKY aTONIYHMX pe-
aKUii MiABUIIEHUN TaKOX 3aBAsSKHW BTpaTi 0J10KyBajb-
HOI aKTMBHOCTI IIMX iMyHOI/I00ymiHiB mogo IgE [107].
[Mpu nediunTi NTpUpoOIHUX KijJepiB i MPUPOTHUX Kilep-
HuX T-1iMONNUTIB CXUIBHICTD A0 aTOMIil ITOSICHIOIOTH
3HUXEHOI0 NMpoAyKUielo y-iHTepdepony (IFN-vy), sxuit
3a3BUYail IMIPUTHiIYye iIMyHHI peakilii, omocepeaKoBaHi
T-xennepamu 2-ro tumy [15].

CupoBaTkoBa XBopo0a 3 iMyHOKOMILIEKCHUM MeXaHi3-
MOM PO3BUTKY Y BilllIOBilb Ha MpenapaT KpoBi Ta ixHi MO-
XiIHi Ipu ToTaJIbHOMY AediunTi IgA noB’sa3aHa 3 HAIBHICTIO
MepeiCHYIOUMX aHTU-IgA-aHTUTINI B OpraHi3mi Takux ra-
mieHTiB. 11i iMmyHOr/IOOY/IiHM BUSIBJISIIOTh IPUHANMHI B Tpe-
TUHI BUITAJKiB TOTaJIbHOTO IedinuTy IgA i He Bin3Ha4yaloTh
B IMAIIIEHTIB 3 MapliajJbHOI0 (hopMoIo imyHomedimuTy [131].
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HeditmT npupoaHux KiepHux T-KIJIITUH 3yMOBJIIOE PO3-
BUTOK KOHTAaKTHOT'O aJIepriyHOro IEPMATUTY Yepe3 HecTayy
MPOTU3aNaJIbHOTO LIMTOKIHY iHTepeiiKiny-10 (IL-10), ak-
TUBHUMM IIPOIYILIEHTAMU SIKOTO € 3a3Ha4YeHi JiM(POLUTHU.
Lleit HTUTOKIH NMPUTHIYYE KITITUHHY iMyHHY peakllilo, OIo-
cepenkoBaHy T-xeamepaMu 1-ro THUITY, 110 JIEXXUTh B OCHOBI
KOHTAaKTHOI TirnepyymiuvBocTi [45]. HatomicTb nipu igiona-
tnuHuii CD4+-T-xiniTuHHIN JiMdoneHii yacTora KOH-
TaKTHOTO aJIEPTiYHOTO IepMATUTY 3HUKEHA Uepe3 mocia-
OJICHHSI peaklliii ClIOBUIBHEHOI TilepYyTINBOCTI B yMOBaX
nedinuty T-xennepiB 1-ro tuiry. OmHak iHOII Baromiury
poiib 1ipu igionatuuHii T-naiMdounToneHii Mae aedinut
perynsitopHux T-niMmdoruTis 3 peHotunom CD4+CD25+,
Hix gediuut T-xenmepiB 1-ro Tumy, 1110 MOXe ITOSICHUTHA
Ha TepIIni OIS MapagoKcalbHi BUNAAKN PO3BUTKY
KOHTAKTHOI'O A€pMAaTUTY IpU 3a3HAYCHIN iIMyHHIN OuC-
dbynkuii [44].

IIpu medinuti IgE Bim3HavyaoTh IceBHoalepTriuHi
(TiceBOOATOMIYHI) peakilii, OB’ sA3aHi 3 BTpaTOO CTabiIi-
3yBaJIbHOTO BIUIMBY 3 00Ky IgE Ha omacucTi KiniTuHu, 1110
3YMOBJIIOE TTiABUILICHY YYTJIMBICTh OCTAHHIX 10 HECIIeI1-
(GIYHUX CTUMYJIIB, Y TOMY YKC/Ii MeIUMKAMEHTIB, MeXaHi4-
HUX MOAPa3HUKIB i 010JIOTiYHO aKTUBHMX Pe4OBUH [59].

Po3BuTOK aBTOIMyHHUX peakiliil 3a HUTOTOKCUYHUM TH-
TIOM, Yy TOMY YMCJIi aBTOIMYHHi LIIMTOMNEHIi, MPU TiloimMy-
HormoOyiHeMii, nedimuti ToranbHoro IgG Ta cyokiacis
IgG, MOXHa TTOSICHUTY MOPYILIEHHSM (YHKIIOHYBaHHS
MepexXi aHTUiZiOTUIIOBUX aHTHUTLN, SIKi HEUTpalli3yloTh
aBTOAHTHTIIa IO MOMEHTY IX B3aeMOil 3i cmeuudiy-
HUMU aBTOAHTUI€HAMU Ta MOAYJIOIOTh aKTUBHICTh aB-
TopeakTUBHUX B-niMdpounTiB yepe3 BB Ha ixHi Fc-
peuenTopu [66].

HatomicTb iMyHOKOMILJIEKCHI peakilii, 30KpeMa CUCTEM-
HUI 4YepBOHMI BOBYAK i IJIOMepYyIOHE(GPUT, IIPU 3a3HA-
YEeHUX iIMyHHUX AUCGHYHKIIISIX TOSCHIOIOTh MOPYIIEHHSIM
Ipo1eciB comobiTi3allii i peconrobinizalii HUPKYII0I0UYNX
iIMYHHUX KOMILIEKCIB, 1110 MOCIa0JI0€ KJIipeHC OCTaHHIX
MakpodaraMu MediHku i ceaesinku [126].

[Mpu nedinuTi MyKo3aJbHOTO iIMYHITETy MEXaHi3M pO3-
BUTKY aBTOIMYHHUX YCKJIalIHEHb BOAYAIOTh Y MACOBAHOMY
HaJIXOMKEHHI aHTUTEHIB, Y TOMY YKCJIi CyIIEpaHTUTEHIB, Ye-
pe3 CIIM30Bi 000JIOHKM BHACIIOOK, 30KpeMa, BTpaTy He-
TpajidyBajibHOI akTUBHOCTI IgA [107] i mociabiaeHHs 3a-
XMCHOI eKcyIaTuBHOI peakiliii nmpu aedinuTi IgE [59]. Ipu
nediunTi iHiliaIbHUX OiIKiB CUCTEMU KOMILJIEMEHTY iMy-
HOKOMIUIEKCHI peaxilii 3yMOBJIeHi MOCIa0IeHUM KIipeH-
COM iMYHHUX KOMILJIEKCiB MakpodaraMmu, siki po3mi3zHaloTh
1Ii KOMIUIEKCH Yepe3 pelienITOpU 10 (bparMeHTIB 3a3HaUYEeHIX
6inkiB koMmmuiemeHty [101]. HaTtomicTs mpu nedinuri Tep-
MiHaJbHUX KOMIIOHEHTIB CUCTEeMU KOMILIEMEHTY Bil3Ha-
YyaeTbCcs OijTbllla MUTOMA Bara aBTOIMyHHUX ypaXkKeHb 3 1M -
TOTOKCUYHUM i KJIITUHHUM MeXaHi3MOM PO3BUTKY, Y TOMY
YKCITi aHKIJI03YBaJIbHUM CIOHIWJIOAPTPUT i pEBMATOITHUIA
apTPUT, OCKIJIIBKY 3a (hparMeHTaMU LIMX MPOTEIHIiB 3Milic-
HIOEThCSI BUJIYYEHHS JEMO3UTiB KOMIUIEMEHTY, 1110 (op-
MYIOTh MeMOpaHOaTaKyBaJIbHi KOMIIEKCH Ha MeMOpaHax
KJIITUH opraHiB-MileHei [48].

MaH0303B’s13yBaJIbHUI JICKTUH BaXKJIMBUI y KJlipeHCi
LUPKYIIOI0YNX CYIIEPAaHTUTEHIB Ta iMyHHUX KOMILIEKCIB,
a TaKoOX BMIAJIEHHI allONTOTUYHUX KJIITUH i TKAHUHHOTO
NETPUTY, 1110 BUBHAYAE TIEPEBAXKHUN PO3ZBUTOK CUCTEMHOTO
YepBOHOTI'0 BOBYAKA Y MAIiEHTIB 3 AedillMTOM IIi€i MoJIe-
Ky [112].

IMyHOpeTYyIATOpHI MOpYIIEHHS, TTOB’sI3aHi 3 HeJOCTaT-
HICTI0O KOHTAKTHOTO M€XaHi3My iMyYHHOTO BiIXWJIEHHS
Ta pediuurom nurtokiHiB IL-10 Ta IFN-y, nosicH0I0Th
aBTOIMYHHI YCKJIaTHEHHS IIpU Ae(iliuTax IMPUPOTHUX Ki-
JiepiB i npupoaHux KinepHux T-kiitTuH [49]. VY pasi igio-
natnyHoi CD4+-T-xkiniTuHHOI JiM@oneHii IpuYnHYy aB-
TOIMYHHUX ypaxXeHb BOAYaloTh y AeMilluTi peryasaTOpHUX
T-niMmdouuTiB, 0 B HOPMi MiATPUMYIOTh aHEPTil0 aBTO-
PEAKTUBHUX iIMYHOKOMIIETEHTHUX KIIITUH, SIKi MiCTSIThCS
B IepudepMIHNX IMyHHUX opraHax [3].

Takox anepriyHi Ta aBTOIMYHHi ypaXXeHHS B iMy-
HOCKOMITPOMETOBAHUX MAalliEHTIB MOXHa MOSICHUTHU
aHOMaJIbHOIO TTEPCUCTEHIII€EI0 MiKPOOHUX TPUTEPiB, 110
6e3mocepeTHbO OB’ I3aHO 3 TOPYIICHHIM MPOTUiH(DEK-
wiiHoro imyHitery. Tak, iHdek1iliHO-3amexxHa OpOHXi-
ajJbHa aCTMa acollililoBaHa 3 YaCTUMMU €Ili304aMu BipyCHUX
pecnipaTopHUX iH(EKIIii, 1110 TPU3BOAUTD 10 Tilmeppeak-
TUBHOCTI OpOHXiaJIbHOTO AepeBa, a MyJIbTU(hOpPMHA epH-
TeMma MoB’s3aHa 3 BipyCOM IIPOCTOTO repriecy 1-ro Tuimy
[100]. Po3zButok DIHS/DRESS npu aediuuti npupos-
HUX KiJIepiB MOSCHIOIOTh BTPATOI0 KOHTPOJIIO HAl Bipy-
camu repriecy 6-ro i 7-ro TUIIIB y 30Hi pe3epBaLlii (CIIMHHI
3aJ1034), a TP TiMOoiMyHOTJI00YIiHeMii — CIIpUSATIUBUMU
yMOBaMM IJIsl TpUBaJjoi Bipycewmii [52].

Bipyc EmmrteiitnHa—bapp, sikKuii yacto 3a3Ha€ aHOMaJIb-
HOI peakTHuBallii B iMyHOCKOMIIPOMETOBAHMX ITAlli€HTIB,
BiZIOMUIi SIK TpUTep HU3KU aBTOIMYHHUX XBOPOO, y TOMY
YUCJi CUCTEMHOTO YepBOHOTO BOBYAKa, aBTOIMYHHOTO THU-
peoinnTy i1 po3cistHOro cKiIepo3y [26]. MexaHi3M pO3BUTKY
aBTOIMYHITETY B TAKOMY pa3i BOA4YaloTh Y BipyC-iHIyKOBa-
Hill OMIKJIOHAJIBHIM akTHBalii B-niMdouuTiB i3 3amyueH-
HSIM aBTOPEAKTUBHUX KJIOHIB.

[Hpexuist, cnpuunnena Campylobacter jejuni, 4acTo po3-
BUBAETHCS B MALIIEHTIB 3 TyMOpaJIbHUMU iMyHOAebilluTaMu,
1110 BU3HAYA€E TiCHY acoliallilo LUX iIMyHHUX TUCHYHKILIH
3 cu"apomoM liiena—bappe i XpoHiIYHOIO 3aIaJbHOIO JIe-
Mi€JTiHi3yBaJIbHOO MOJIiHEHpOIIaTiel0, TPUTePOM SIKMX € 3a-
3HAYeHUI OaKTepiaabHUIl areHT y 3B 13Ky 3 (€ HOMEHOM
MOJIEKYJISIPHOT MiMikpii [126].

IlepcucreHnuis 6eTa-reMOJIiTUYHUX CTPEIITOKOKIB
rpynu A B pOTOIJIOTIi, 3yMOBJICHA CMIOBIJIbHEHUM i/a00
He3aBepILIeHUM (parolnuTo30M, MOSICHIOE BiZOMY acollia-
mito nedinnuTy Mienaornepokcuaasu ¢GarouuTiB i XpOHIIHOL
peBMAaTHYHOI TuxoMaHKK. HaToOMiCTb y pO3BUTKY XpOHid-
Hoi iH(peK1Iil, cnpuuYrHEeHOiI Streptfococcus mutans, y 3B’ 13Ky
3 II0C1a0JICHHSIM OIICOHI3allii BOAYaioTh 3B’ 130K Ae(illuTy
MaHO0303B’I3yBajIbHOTO IIpOoTeiHy i cuHApoMmy Bexueta
B moaeit [88].

Cnucok nimepamypu — y pedakxuii.
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