1 Mani imyHogediuuTHi

® XBOPOOM: BU3HAYEHHS,
Knacudikayia, KNiHiuHi nposBH,
R1arHOCTMKA Ta NNIKYBaHHA

IMyHoAedinMTHOI HA3MBAETHCS XBOPOOA, B OCHOBI SIKO1 JIEXKUTH AeMillUT
a00 AedeKT NeBHOro YMHHKMKA a00 YMHHMKIB iMyHHO1 cucTeMu itoauHu (Kapi
Hpeccnep). TepmiH «iMmyHOAe(iUUT» I103HAYAE BUKIIIOYHO J1aOOpaTOPHUIA
(MOJIEKYJISIpHUIA/KITITUHHUI) cyOCcTpaT iMyHOae(iLIMTHOI XBOpoOU. OCTaHHS €
LIWPILIMM IMOHSTTSIM, OAHAK HEBiJl’€MHUM Bill iMyHOIe(iLUTYy, 1110 BKJIFOYAE BCi
KJIIHIYHI aTpuUOyTHU: €TiOJNOrilo, MaTOreHe3, eniAeMioorito, KIiHIYHI MPOsIBU,
YCKJIAJHEHHS, JiaTHOCTUKY, TM(PEPEHIIIHY T1iarHOCTUKY, TPOTHO3, JIIKyBaHHS
ta npodinakTuky. I[1ig iMyHHOIO HEIOCTATHICTIO CJIifl pO3YyMITH (PYHKIIIOHAIb-
HY XapaKTepUCTUKY iIMyHHOI CUCTEMU NIPU iMyHOAe(IiLIMTHII XBOPOOIi, ITOAiI0HO
JIO TOTO, SIK TEPMiH «IMXaJbHa HEIOCTATHICTh» 3aCTOCOBYETHCS B ITYJIbMOHOJIO-
Tii, a «<HEAOCTAaTHICTb KPOBOOOITYy» — B KapAiOJIOTil.

3a MoXOoIKeHHSIM iMyHOAe(ILIMTHI XBOPOOU MOXHA PO3ALIUTU HAa (heHOTU-
MoBi (BTOPUHHI), TPU IKMX HEMA€E MPUUYMHHUX MTOPYILIEHb Y TEHOMI, i TeHOTH-
MOBi (MEPBUHHI), 1110 3yMOBJIEHI YCITAIKOBAHUMM a00 HAOYyTUMU Fr€eHETUYHUMU
AHOMAJTISIMM. SKIIO PO3IJISAATH L€ TIUTAaHHS JETabHIIIEe, TO MOXHA BUIIJTATU
CMaAKOBi (T€HETUYHO AETEPMiHOBAaHI iMyHOAEMILIMTH, OOYMOBJIEHI MyTallisi-
Mu/miojliMmopdizMaMu T'eHiB Y CTaTeBUX KJIITMHAX), IPUPOIXKEHi (TeHETUYHI Ta
(beHOTUTIOBI iIMyHOIEDILIUTH, HAOYTI aHTeHATAJIbHO) i BIacHe HaOyTi (HaOyTi
MOCTHATAJIbHO MOPYILIEHHS, (PEHOTUMOBI — HANPUMKIIAA, BTOPMHHA iMYHOCY-
pecisl BHACIZOK 3aCTOCYBaHHSI LIUTOCTATUKY, a00 TeHEeTUYHI iMyHoaediln-
TW — HAMPUKJIIAI, YHACTIIOK IepeHOCY MyTallil Bil TOHOpa A0 PELUITIEHTa TPU
TpaHCIUIAHTALlil aJOr€HHOI0 KiCTKOBOTO MO3KY, SIK 1€ MPOJEMOHCTPOBAHO
110110 i30yboBaHOTO AeiuuTy cyokiacis IgG, pediuuty IgA, HMKIIYHOT HEli-
TPOIIEHIi, cepea3eMHOMOPCHKOI IEPiOIUUYHOI TUXOMaHKHU) [46].

I'eHeTuHO neTepMiHOBaHI iMyHOAE(IUUTU MOXYTh OyTH CaMOCTiHHUMM
XBOpoOaMu abo X CMHAPOMaMM iHIIMX FeHETUYHUX 3aXBOPIOBAHb, K, HAIPU-
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kian, nediuut IgA ipu cunapomi HdayHa ado gediuut IgG2 npu cepnononio-
HO-KJIiTUHHIN aHeMii [90]. Taki BUnaaku He CJ1iji TUTyTaTH 3 MOETHAHHSIMU JBOX
He3aJIeXXKHUX T€HETUMYHUX 3aXBOPIOBaHb. 3a3HauyeHi KOMOiHallil MOXYTb OyTH
BUIAJAKOBUMU a00 X PE3yJIbTATOM 3YEIUIEHOTO YCTIaAKyBaHHS reHiB. ['eHeTny-
HO JIETEpMiHOBaHi 3aXBOPIOBAHHS iIMyHHOI CUCTEMM MOXYTb MPOSIBJISITUCS BU-
KJIIOYHO CUMIITOMAaMU IMYHHOI HEIOCTaTHOCTI, SIK 3arajlbHUil BapiaOeabHUM
iMyHOAedIUT a00 AeIKi HPOPMU TSLKKOTI0o KOMOIHOBAaHOIO iMyHOIeDIiLIUTY, a00
K MaTH TIeBHI I0MaTKOBI CUMITTOMHU, HATIPUKJIa[ MO30YKOBY aTaKCilo i TeJleaH-
riekrasii npu cuHapoMi JIyi- bap abo reMmopariyHi nposiBu, 3yMOBJIEHi TPOMOO-
uTomnarieto, mpu cuHapomi Bickorra — Onnpuya [108].

Buninsitors Benuki (a00 KiacuuHi), Maii (200 MiHOpPHI) i ceJleKTUBHiI (abo
BUOIpKOBi) MepBUHHI iMyHOoAediuuTu. Ilig ceaekKTUBHUM iMyHOIeDiUTOM
ChOTOJIHI PO3YMilOTh BUIIAIKN BUOIPKOBOIO 3HIKEHHS PE3UCTEHTHOCTI TIIbKMU
JI0 OMHOTO MikpoopraHi3my. [IpukiagoM € nepBMHHUI aBTOCOMHO-AOMiHAHT-
HUI1 ab0 aBTOCOMHO-peuecuBHuil aediuut Toll-like-penenropa 3-ro TuIly,
MPU SIKOMY PO3BUBAETHCS BUKJIIOYHO CKPOHEBUIA YACTKOBUI HEKPOTUYHO-TE-
MOpariyHuii eHuedaniT, BUKIMKAHUIA BipyCOM MPOCTOro repriecy l-ro tuiy,
3i 30epeXXeHHSIM PE3UCTEHTHOCTI A0 iHIIMX MikpoopraHi3miB [70]. Ictopuuno
CKJ1aJ10Ccs, 10 Mif BUOIpKOBUM iMYHOIE(MILIMTOM paHillle pOo3yMiii XBOPOOH,
MpU SIKUX BiA3HAYAETHCS Ae(illUT TUIBKMA OMHOIO iMyHHOr0 YMHHUKA. M1 BBa-
JKA€EMO PALliOHATBHUM TSI BUKJTIOUEHHS TITYTAHUHM i3 CEJIEKTUBHUMU iIMyHO-
nedilyTaMy 10 OAHOro 30yIHMKA MTO3HAYaTH iIMyHOIEe(DILIUTU, 3yMOBJIEH] HE-
cTayelo OAHOTO IMYHHOTO YUMHHMKA, K 130J1bOBaH1 iIMyHOIE(ILIUTH.

BunaTtHuii pagsiHebkuit imyHosor FO. Benbtimes y 1988 poiii 3anporony-
BaB TEPMiH «MaJIMii iMyHOAEMIUUT», IKUM TTO3HAYUB KOMIIEHCOBAHI iMyHHI
nucyHKiil B moneit [137]. 3 octaHHIM TBepIKEHHSIM CbOTOJIHI KATETOPUYHO
HE MOXHAa IMOTOAUTHUCS, OCKIJIbKU 3aBISIKN HAKOTTMYEHUM JOTEIep CIocTepe-
SKEHHSIM CTJIO 3pO3YMIUIMM, 110 TaKi iIMyHOAEMilIMTA MOXYTh 3a3HABaTH CIIOH-
TaHHOI 200 iHAYKOBAHOI IeKOMIIEHCALlil 3 PO3BUTKOM KJIiHIYHUX CUMIITOMIiB
Pi3HOI TSKKOCTI, YaCOM HaBiTh 3arpO3JIMBMX XUTTIO. Tomy Bxke B 1996 pori
. Credani, FO. Benbrimes y BimoMiit MoHorpadii, pucBsiueHiil iMyHomiar-
HOCTUL, PO3AIIMIM MOHSATTSI MaJIMX Ta KOMIIEHCOBaHUX iMyHoaedinuTiB [1].
B aHmiomMoBHil JiTeparypi 3a3BUYaii BAKOPUCTOBYETHCI TEPMiH «MiHOPHUIA
iMmyHoxaediuuT» (minor immunodeficiency). Tak, J. Litzman 3i ciiiBaBT. y 1995
POLIi 3aCTOCYBaId TEPMiH «MiHOpHUI iMyHOIedIiLUT» [JIs1 TO3HAYeHHS Aedi-
LuTiB cyoronysuiii T-nimgouutis, IgA, IgM Ta KOMIIOHEHTIB KOMILJIEMEHTY
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C3iC4y nocnimxeHHi, B IKOMY BUBYQJIaCsSd iIMyHOMOYJTIOI0Ya aKTUBHICTb Jie-
Bamizouty [75]. A. Ojuawo 3i ciiiBaBT. y 1997 polli mo3HaAYMIN TEPMiHOM «Mi-
HOPHUI iMyHOIehiuUT» nediuntu cyoknaciB imyHornooyiHiB IgG2 ta IgG4
Ta kjacy IgA, 1o 3ycrpivanucs 1moHaMeHIIe B TTOJOBMHU BUMNAIKIB CEPE
JiTel i3 XpOHIYHUM HeiHdekuiiiHuM kojitoMm [94]. F. Latcham 3i cmiBaBT. y
nocimkeHHi 2003 poKy 3aCTOCyBaIM TEPMiH «MIHOPHUM iMyHOIEeDiUT» IS
no3HaueHHs aediuuTiB cyokiaciB IgG2 Ta IgG4, IgA, monexkynu CDS8 Ta npu-
POIHUX KiJepiB y AiTEM, 1110 CTpaxKAaau Bil MOJiBaJEHTHOI ajieprii Ha Xap4yo-
Bi nmpoayktu [68]. Pokom mi3Hime L. Gomes, J.A. Dias Takox BUKOpUCTaIU
TepMiH «MiHOpHUI iMyHOAehIUUT» M1 MO3HAYEHHS aHaJOrIYHUX IMyHHUMX
posJianiB y aiteit i3 xapuoBoro ajnepriero [43]. IIpore D.A. van Kessel 3i cri-
BaBT. 3aCTOCYBAJIM TePMiH «MaJiuii iMmyHonediuuT» (mild immunodeficiency)
JUIS TIO3HAYEHHS KJIiHIYHO MaHidecTHUX (popM i3oaboBaHoro aediuuty IgGl
ymoneii [126]. BingmosinHo mo miboro N. Samileh 3i criiBaBT. TaK0X BUKOPHUCTA-
JIN TEPMiH «MaJnii iMyHOIeDilnT» Ipu AiarHOCTULI aedinnuTy Moaekysr CD4,
CD3, CD19 ta aediuurty npupoaHuX KijiepiB y Mali€HTIB i3 TOOIYHUMHU peak-
misstmu mmicas BBeaeHHs BLIK [113].

Po3snonin Ha Mani Ta Beauki iMyHoaeilluT JOCUTh YMOBHUI. Bimomi Bu-
MaaKu JIETKUX (POpM KJIACUYHUX IMyHOIE(DILMTHUX XBOPOO, MPU SIKUX Bill-
3HAYAETHCSI MAJOCUMIOTOMHUI mepedir iMyHoaeMIilUTy, TOAi SIK IIPU MaIuxX
IMYHHMX OTUCGYHKIISIX OMMCaHi TSKKi, PyJbMiHAHTHI KJIiHIYHI OPOSIBA, 110
MPU3BOIWJIM 10 CMEPTI MalieHTa. Xo4a MixK MaJIUMU i BeJIMKMMU iMyHoAedi-
MTaMM Oijblle COUJIBHOTO, HixXK BIIMiHHOTO, BCE 3K TaKW BUAIJIEHHS OKpPEeMOI
rpyny MiHOPHMX iIMyHHMX OIMC(YHKIIN BaxXJWBE 3 OISy HAa MPUHLIMAIIOBI
0COOJIMBOCTI TaKUX XBOPOO, HE3HAHHSI 00 HEPO3YMiHHS SIKUX MOXE IIepe-
LIKO/IXKATU 1X aKTMBHOMY BMSIBJIEHHIO 1 JIIKYBaHHIO. 3TiAHO 3 KJIACUYHUMM
MOTJISIAAMU MOCTYJIIOETHCS, 1110 MEPBUHHI IMyHOIEMILIMTU — PiAKiCHI XBOPO-
Ou, 1110 POSIBISIOTHCS 3 HAPOIKEHHS a00 MPUHANMHI 3 pAHHBOTO JUTSIYOTO
BiKY, CYIIPOBO/IKYIOThCS TSKKMMU, MOTEHLIIAHO JeTabHUMM iH(PEKIIIIMU Ta
3YMOBJIIOIOTb CMEPTh NalliEHTA Y pa3i BiICYTHOCTI aleKBaTHUX TeParieBTUYHUX
BTPYYaHb, 3[€0iIbIIOT0 — IMEepPecaaku KiCTKOBOr0O MO3KY ab0 TeHHOI Tepartii
[108]. OmHak Mauti iMyHOAEe(MILIMTU YaCTO 3yCTPIiYarOThCs B MOIYJISILIL, TPUUO-
My TaKMMM XBOpoOaMM Hapasi ypaxkeHo nioHaiiMeHIne 20 % npencTaBHUKIB
MOITYJISILIT, MOXYTh MAaTU aCUMIITOMHUIA TTepe0ir MpoTSIroM NeBHUX MEPioIiB
OHTOTI€He3Yy, Ae0TYBaTH KJIIHIYHO B OyIb-IKOMY Billi, HABiTh y MALliEHTIB I1O-
XUJIOTO BiKYy, XapaKTepU3YIOTbCSl T€TEPOreHHICTIO MPOSIBIB, BapiaOEIbHICTIO
KJIiHIYHOTrO nepe0iry i HerepeadavyyBaHicTio ITporHosy [91]. Taki imyHoxedi-
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LIMTU Y 6araTbOX Malli€HTIB HE BUKJIMKAIOTh iH(PEKIIMHUX MPOsBiB, a MaHi-
(becTylOTh TUIIE Y BUIJISIIL lIeprii, aBTOIMYHITETY a00 CUHAPOMY ITyXJIUHHOTO
pocTy. BiabIIicTh MALIEHTIB i3 MAIMMU iMyHOAEMILUTAMU HE MOTPEOYIOThH
MPOBEACHHS MOTEHIIIHO HEOe3MeUHUX paIuKaJIbHUX TepareBTUUHUX BTPY-
YaHb i MOXYTh OyTH MPUHAKNMHI YaCTKOBO KOMIIEHCOBAHI 3a paXyHOK iMyHO-
MOYJ1101040i a00 3aMiCHOI iMyHOTepaIlii, HeoOXiAHICTh B sSIKili 31e01IbIIOTO
eni3oJnyHa, a He NoxXuTTeBa [33].

Heo06xigHo po3poduTu 4iTKi KpuTepii nudepeHLiiiHOl 1iarHOCTUKU BeJIn-
KMX 1 Majux iMyHHUX gucyHKUii. Bigomo, 1110 34e0iab1I0ro BeanuKi iMyHO-
JeiuuTh 3yMOBJICHI HeCTauelo KiJIbKOX IMyHHUX YMHHUKIB, HAIPUKIIAA, IpU
XBopo0i bpyToHa 3HM>KeHa KOHIIEHTpallis BCiX KJ1aciB iMyHOIJIOOYIiHIB, a Mati
IMyHHI TUC(YHKIIT XapaKTepu3ylOTbCd ASMILIMTOM SKOTOCh OJHOIO YMHHM-
Ka — KJIITUHM abo Oinka. OgHaK BigoMi BapiaHTU MaJux iMyHOAediUUTIB Mpu
3HUKEHHI BMICTY 0/Ipa3y KiJIbKOX KOMIOHEHTIB iMyHITE€Ty, HAITPUKJIAI KiJlb-
kox cyokiaciB IgG, 3ne6inbinoro — IgG2/IgG4. Tomy MexaHiCTUUHUIA MiIXi
HE 3aBXIW € Kpall¥M BHUOOPOM MNPH MOIIYKY KPUTEPiiB PO3PI3HEHHS Pi3HUX
¢dopm imyHonediuuTiB. Haiikpaiiie, Ha Halll HOIJISIA, BUKOPUCTOBYBATU (PYHK-
LiOHAJbHMIA HiAXig — 3a KIJIIHIYHO 3HAYYIIICTIO IMyHHOIO po3jiany. Majiumu
iMyHoAedIiMTaMM CIiJ BBaXKaTU HacaMIepe Ti iMyHoAe(illMTHI XBOpOOU, 1110
B 0aratboX MAaLli€HTIB MOXYTb MaTU aCUMITOMHUI/MaJTOCUMIOTOMHUI Tiepe-
Oir. 3pigka i Ki1acuyHi iMyHOIe(MILIMTHU TaKOXK HE CYIPOBOIKYIOTHCS TSKKUMU
KJIiHIYHUMM TposiBamu. Hampukiiaa, XxpoHiuHa rpaHyJjieMaTo3Ha XBopo0a, Tak
caMo, K i cuHapoM Yegaiaka — Xiraci, Moxe MaTu MaJIOCUMIITOMHUI nepe-
oir B 10 % Bunankis [125]. ToMy MU IIPOITOHYEMO BUKOPHCTOBYBATH KPUTEPiit
JIBOPA30BOT0 MEePEeBUILICHHS 3a3HAYEHOT'O PiBHS [JI KOPEKTHOI'O PO3Pi3HEHHSI
MaJIuX i BeJIMKUX iMyHOAeDiUUTIiB TIoauHuU. AKIo iMyHOoAeDIiLUT MpUHAKMHI B
20 % BuMangKiB Ma€ aCUMITOMHMI Mepedir, BBaXKa€MO 3a AOLIbHE OL[iHIOBA-
TH HAOT0 SIK Maly iMyHHY Iuc@yHKILi10. CIiI IpOBOAUTH LIMPOKE OOTOBOPEHHS
MUTAHHS KJacu@ikauiiiHoi MeXi MiXX pi3HUMU (opMaMU iMyHOIEMILIUTY IS
BUPOOJIEHHSI 3araIbHOMPUIHSTOIO IMiAXOLY 10 1iarHOCTUKM.

Knacudpikayia manux imyHodegiyumuux xsopo6

Ilepmy i noremnep ocraHHIO Kiaacudikaliilo Maaux iMyHoOIediluTIiB 3aIIpo-
nonyBaB 0. BenrbTiies y 1988 poii. Hapasi Taka kinacugikalist € 3acTapijioro i
noTpe0dye 3HaYHOI IIePEPOOKH.
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Maui imyHonedinutu (3a Beaprimesum FO., 1988):

— TpaH3UTOPHA TiMOiMyHOIIOOYIiHEMisI HEMOBJISIT;

— 3arajibHa BapiaOeJibHa rimoraMmariooyJjiHeMis (Ii3Hi popMu);

— rinep-1gM-, rinep-IgD-cuHapomu, IMCiMyHOTIO0YTiHEMIS

— rimoraMmarioOyJliHeMisl 3 HEIOCTaTHICTIO TOPMOHA POCTY;

— ceaekTuBHMI AediuuT cyoknacis IgG2—I1gG4;

— cenektTuBHU nedinur IgA, IgE;

— Ae@iuuT JEerkux Kanrma-JaHoriB iMyHOTJIO0YJIiHiB;

— nucbanaHc peryasgatopHux cyononysuiit T-nimpouutie CD4—CDS;

— BigcyTHicTb emiTony CD4;

— i30JIbOBAaHUI Ne(IUUT OKPEMUX KOMIOHEHTIB CUCTEMU KOMILIEMEHTY
Clq, Clr, C3, C4a, C4b;

— ne(eKTH aTbTEPHATUBHOTO LIJISIXY aKTUBALlil CUCTEMU KOMILJIEMEHTY (He-
npoctaTHicTh C3C4b-iHakTUBaTOpa);

— nediuuT iHTepgepoHy;

— HEIOCTaTHIiCTb (DYHKILi/ IPUPOIHUX KiJIEPIB;

— HEIOCTaTHICTb aIcHO3UH Ie3aMiHa3| (Mi3Hi (popMM);

— JeiuuT Miegorepokcuaasn (paroluTiBb;

— HeAOCTaTHICTb OIICOHI3allil MiKpOOiB;

— pediuuT uuHKYy [127].

Hapasi BcTaHoBieHO, 1110 3arajbHUI BapiabeJbHUI iMyHOOeIilUT, Ti-
rnoramMmMarjoOyiaiHeMis 3 1ediuuToM ropMoHa pocrty i rinep-IgM-cunapom
CJIIJI pO3TJISIIATH SIK BEJIMKI iIMyHOAE(MIIUMTU, OCKIJIBKY LI IMyHHi TUCHYHK-
il MPU3BOAITDL A0 TSXKKUX KJIIHIYHMX HACJiJKiB MaixXe y BCiX Malli€HTIB.
lNinep-IgD-cunapoM HaJiekUTh J0 CIMEMHUX MEPiOAUYHUX JIMXOMAHOK i
XapaKTepPU3YEThCSI HAATO BUCOKOIO MEHETPAHTHICTIO MAaTOJOTIYHOTO reHa,
o6 BBaxaTucs MaauM iMyHoaediuuToM. [TOHATTS «aucbOanaHc peryss-
TopHux cyononyasauii T-mimpouurieB CD4-CD8» HanTo po3muTe i Hapasi
He IMATPUMYETbCS IOCHiAHUKAMU K MO3HaYeHHs iMyHoIediluTHOI XBO-
pobu. TakoxX € HETOUHUM TePMiH «HEAOCTAaTHICTh OIICOHIi3allii MiKpoOiB».
CpOro/iHi Taki po3jaau 3HAYHOI MipOl0 YyTOYHEHi, 110 MPU3BEJIO A0 BU-
JIUIEHHSI OKpeMUX, 100pe FeHEeTUYHO OXapaKTepU30BaHUX (HOPM IMYHHMX
IucGyHKIIN, Hanpukiaan AediuuTy MaHHO303B s13y10uoro 0ijaka. Y3araab-
HMBIIY HAKONMYEHi JOoTenep JaHi i BpaXOBYIOUM AOCBIJ MTOIIEpeaHbOI Kia-
cudikallii, MM MPOMOHYEMO TaKy CUCTEMATU3ALliI0 MaJUX iIMyHOIEeDIlIUT-
HUX XBOPOO JIIOJTUHU.
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Knacugikauia sidomux manux imyHodepiuumnux xgopob

1. ITopymeHHst KT TUHHOI JIAHKW NPUPOKEHOTO IMYHITETY:

A. KiavkicHi:

a) nopyuienHs 3 00Ky Helimpoginie:

— ciMeliHa 10OpPOosIKiCHA HEUTPOIICHI;

— XPOHIYHUI TUTSYUIA arpaHyJI0UTO3;

— LIMKJIIYHA HEWTPOMEHIS;

0) nopyuienHts 3 60Ky aimghoyumia:

— AediuuT NpUPOIHUX KiJIePiB;

— pediuut npupoaHux KiepHux T-niMdouuTis;

— nedinut mostekyau CD16.

b. Axicni:

— JeiuuT Miegorepokcuaasu (paroluTiBb;

— JediuuT eo3MHOMIILHOI IEPOKCUAA3Y;

— nedimut moJiekyau CD64.

I1. TTopymeHHsi ryMOpaJIbHOI JIAHKY NPUPOKEHOT0 iIMYHITETY:

— nediuuT OLIKiB cUCTeMU KOMILIEMEHTY, HacaMmnepen aediuut C2 i Tepmi-
HalbHUX KOoMITOHeHTiB C6—C9;

— AediuuT MAaHHO303B’ 13yI040T0 MPOTEIHY (JIEKTUHY);

— nediluuT cepMHOBOI IpOTeasyu 2-To TUIIY, acOLilioBaHOI 3 MaHHO30-
3B’SI3YI0YMM ITPOTEIHOM;

— JediuuT TapTCUHY.

I11. JledinuT KIITHHHOT JJAHKH aAANTUBHOTO iIMYHITETY:

— igiormatnyHa CD4+ T-kiiTuHHA JIiM(OTIeHis;

— pediuut Mojekyau CD8.

IV. dedimmT rymopaibHOI JJAHKM aJaNITUBHOTO iMYHITETY:

— TpaH3UTOPHA TiNOIMYHOINIOOY/IiHEMisI HEMOBJISIT;

— Hek1acudikoBaHa rinoiMyHOIO0YIiHEMIS;

— pediuut IgM;

— npediuut cyokiaciB IgG;

— neiumt IgA,;

— nediuut cekpeTopHoro IgA;

— pediumt IgE;

— pediuut IgD;

— aediuuT cetupiyHUX aHTUTI;

— iHII AMCIMYHOTIO0Y/IiHeMil (TToeaHaHi i KOMOiHOBaHI Ae(illUTU iIMyHO-
J1I00YJIiHIB).
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Emionozia

Mauti imyHoaeillMTHI XBOPOOY — reHeTUYHA ITaTOJIOT s, TIPU SIKiil yHEMOX-
JIMBJICHA afcKBaTHA MPOAYKIIis IIEBHOIO iMyHHOTO YMHHMKA. BiablIicTh BUdi-
JICHUX HO30JI0Tili HacIpaBdi € CUHAPOMAaMH, 1110 00’ €IHYIOTh KiIbKa TeHETUY-
HO Pi3HOPiIAHUX XBOPOO 31 CMUILHUM (PEHOTUIIOM.

XpOMOCOMHi abepallii € BaXJIUBOIO MPUYMHOIO MAJIUX IMyHHUX TUCHYHK-
i y monaeit. MoxXyTh Bil3HAYaTUCS K KUIbKICHI, TaK i SIKiCHI ITOPYILIEHHS Ka-
piotuny. Binomi BUNagku pi3HUX MOHO- i TPMCOMIil, a TAKOX KiJbLIEBI (hOpMU
XPOMOCOM Y MALEHTIB i3 MaIMMU iMyHHUMU auchyHkuismu. Tak, F. Celmeli
3i CHiBaBT. HEIIOJABHO IPOJAESMOHCTPYBaJIM, 110 i30JboBaHMuil AediuuT IgM
MOXe OYyTH TpOSIBOM CHHAPOMY KiJiblieBOi 18-1 xpomocomu [16]. B ocHOBI
iMyHOAehILUTY MOXYTh JIeXKaTU TPaHCIOKaLii, iHBepcii, cyocTuTyLii, neie-
Lii, ayrutikaiii. 3oKkpema, Aejelil B 30Hi 'eHiB KOHCTAHTHUX JIITHOK TSKKUX
JIAHIIIOTiB iMyHOIJI00YJ/TiHIB BBaXKAIOThCS KJIACUYHOIO MPUYMHOIO i30IbOBAHUX
JnedilrTiB KJaciB/CyOKIaciB aHTUTLT Y JIIOIEHA.

YMOBHO MOXKHA BUAUIMTHU 2 KJIiHIYHI CUTYallil: Majla iMyHHa IUCGYHKIIIS SIK
MPOSIB XPOMOCOMHOI XBOPOOU 3 IIMPIIUM (PEHOTUITOM, HanTpuKIaa nediuut IgA
y Mali€eHTiB i3 cuHapoMamu TepHepa i JlayHa, Ta Maia iMyHHa AMCHYHKILIS SIK
€IVHUI MPOSIB XpOMOCOMHOI abepatiii. OcTaHHii BapiaHT 3Ae6i1b110T0 (hopmy-
€TbhC Y pa3i SIKICHUX MOPYLIEeHb HEBEJIMKUX (pparMeHTiB XpOMOCOM, X0ua BigoMi
MaJti iMyHHi AUCYHKIIT IK €JMHUI TPOSIB MO3aiyHMX (DOPM TSKKMX XPOMOCOM-
HMX abepalliil i3 BUpakeHUMM KiJIbKiCHUMU ITOPYIIeHHSIMU Kapioturty [116].

MyrTallii CTpyKTYpHUX I'€HiB, 1110 KOAYIOTb iMyHHI YUHHUKH, € IHIIOIO MPH-
YUHOI0 MajuX iMyHoaediuuTHUX XxBopoO y moaeit. Tak, myrauis G90S rena
CDS8A € nprumnHOI0 pO3BUTKY 130JIbOBAaHOTO AediuuTy Monekyau CDS, sk nmo-
kazanu dela O. Calle-Martin 3i criBaBr. [21]. ¥ Takomy pa3i Big3HaYa€TbCsSI MEH-
JENIBCbKUI MaTepH CHaJAKyBaHHS, 3A€0UTBIIOT0O — aBTOCOMHO-PELICCUBHUM i
pialre — aBTOCOMHO-AOMIHAHTHMIA. 3 OIJIsIly Ha T€HETUYHY FeTEPOreHHICTh
CHUHIPOMIiB, B OJHMX CiM X JaHa iIMyHHa AUCGYHKIIiSI MOXe TepeiaBaTUCs pe-
LIECUBHO, TOMi SIK B iHIIMX — AOMiHAHTHO. Tak, Mpu ciMeiHill TOOPOsKiCHIM
HEUTpOIIeHil OIMcaHi IK aBTOCOMHO-PELECUBHI, TaK i aBTOCOMHO-A0MiHAHTHI
¢dopmu xBopobu [14]. 3ae6iab1I0ro Bii3Ha4aoThCsl MiceHC-MyTallii, OB’ s3aHi
3 3aMiHaMU HYKJIEOTHUIIB. MOXyTh MaTH MiClI€ €THIYHI BIIMIHHOCTi B TPUPO/Ii
MyTalliil, 10 TPU3BOASTH JO PO3BUTKY CIiJIbHOTO eHoTUny. Tak, AediluT Mi-
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eJionepokcuaasu ¢garouuriB y Kpainax 3axigHoi €spornu i CIIA 3ymoBieHuit
3nebinbinoro mytaitiero RS69W [91], Toxi sik B AAnonii — myTartiero R499C [93]
TeHY Mi€JIONepOKCUIA3H.

VY Ttakux Bumankax 34e0iIbIIOI0 (POPMYIOTHCS MEPEeBaKHO KiJIbKICHI a0o
KOMOiIHOBaHi (KUJIbKiCHI i SIKiCHi) (hOpMU IMYHOIEMDILIUTY i BiI3HAYAETHCS HE-
3HAuyHa CMOHTaHHA (JIyKTyallisl piBHSI iMyHOJIOTIYHOTO MOKa3HUKA. Y pasi 10-
MiHAHTHOTO CITAJIKyBaHHSI B TOMO3UTOT, SIK TIPaBWIO, (DOPMYETHCST TOTATbHUI
iMyHOAEIUUT, TOAL SIK y IreTepo3uror — mnapuiajbHuil. Ilpu penecuBHOMY
naTepHi roMO3UIoTH (OPMYIOTh TOTAJILHUI a00 MapuiajlbHui iMyHoaediluT
3aJIEXKHO BiJl IPUPOIM MYTaIllil, TOMi SIK Y T€TepO3UTOT 3a3BUYail (popMy€eThCS
Juine QyHKIIOHAIBHUIA po3Jial, MpU SIKOMY Bil3Ha4a€eThbCsl (POpMaaIbHO HOP-
MaJIbHUIA piBEHb IMYHHOTO YMHHMKA, OJJHAK 3HWXKEHUI pe3epB aganTaliiiH1X
moxuimBocteit. 3okpeMa, A. Chevailler 3i crtiBaBT. JOIMOBIM ITPO PO3BUTOK I'O-
cTporo JiM@po0JIaCTHOIO JIeKO3y B MalliEHTA i3 CIMEMHUM NapLiaJbHUM Aedi-
utoM IgA. Y cecTpu TakoX BigHavyaBcs napuiaibHui aediuut IgA, onqHak y
Matepi Oyja HopMmajibHa KOHLeHTpallis1 IgA B cupoBaTiii KpoBi, aje aHOMaJlb-
HO 3HIKEHUM cuHTe3 IgA nmia3zMaTUYHUMU KJIITUHAMU IIPU CTUMYJISILIT in vitro
[17]. BimoMi Takox BUIagku, KOau Mai iMyHoAaedilUTHI XBOpOOU Bin3Haya-
JIUCS B CKJIAIHUX T€TEPO3UTOT — OCi0, SIKi MajIv pi3Hi MyTallil B MATEPUHCHKIl
Ta 0aTbKiBChKiil ajesi. 30KkpeMa, Mpo Taki (GOpMU NEPBUHHOIO Ae(IllUTy Mi€-
Jjonepokcuaasu arouutiB nopigzoMuan M. Romano 3i ciBasrt. [109].

Ddopmu Mamx iMyHOAEMILIUTIB, 3yMOBJIEHI MEHIETIBCbKUMU MYTallisIMH,
HalOLIbIIE CXOXi HA KJIACUYHI iIMyHHi AUCHYHKIIII 31 CTIMKUM IITMOOKUM Jie-
(iLTOM IMyHHOTO YMHHUKA, MO3UTUBHUM CiIMEIHUM aHAMHE30M i TUIIOBOIO
KJIIHIYHOIO KapTUHOI XBOPOOHU.

Ta6aumusa 1. 1. NowmpeHicTs Maavx iMyHoaeiLunTHX XBopob cepes noaei

IMyHOogediunTHa XBOpO6Ga YacrtoTta
Oediumnt IgM 1:385y€EBponi [50]
Jediumnt 1I8G1L 1:26yEsponi [66]
Oediunt 18G4 1:400y €EBponi [38]
Oediunt IgA 1:160-1:500y €poniiCLUA[107],
1:2000-1: 4000y Kutai [28]
OediunT IgE 1:30yEBponi [23]
Oediuunt 1gD 1:12-1:14y€Esponi[34]
[JediunMT MaHHO303B’A3YI040ro NPOTEiHY 1:10-1:20y€EBponi[129]
JediunTt KomnoHeHTa KoMmnnemeHTy C2 1:10 000 (romosuroth),
1:50-1:100y €Bponi (retepoanrotu) [101]
JediumTt KomnoHeHTa KomnnemeHTy CO 1:1000 B AnoHii [48]
[NediunT mienonepokcuaasun daroumtie 1:2000-1:4000y €Bponii CLLUA[91],
1:10 000 B AnoHii [93]
lnionatnyna CD4+ T-KniTMHHa NimdoneHis 1:400y€Esponi [13]
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[ToniMop}i3zMu CTPYKTYpHUX T€HIB i TPOMOTOPY € iHIIOK MPUYMHOIO MaJIUX
iMyHOIE(ILIUTIB JTIOAUHU. Y TaKOMY pa3i HeoOXiTHe HAKOIMMYEHHS KiJTbKOX He-
CIIPUSTIIMBUX MOJIMOP(i3MiB Yy OIHOro mauieHTa 1jsi (OpMyBaHHS KJIiHIYHO
3HAYYILOT0 IMyHHOTI'O pO3J1a/1y, TO/i SIK Y 3I0POBUX HOCIIB BiI3HAYAOTHCS 001~
HOKIi momiMopdi3mMu, IKMX HEAOCTAaTHBO IS KIiHIYHOI MaHidecTalii. Y 1IboMy
KOHTEKCTI MOXKHA BUIILJIMTY MPUHANMHI IBi pi3Hi CUTYallil: KOMOiHallisl TOJIiMOp-
(hi3MiB TIIbKU CTPYKTYPHMX I'€HiB, SIK 1€ BiI3HAYAETHCS B IESIKMX BUIIaaKaxX aei-
LIMTY KJIaciB/CyOKIIaciB iMyHOIIOOYIiHIB, i KOMOiHaIlisl moJ1iMopdi3MiB poOMO-
TOPY Ta CTPYKTYPHUX T€HIiB Y OHOIO Mali€HTA, 1110 BiA3HAYAETHCS OpU AeDIilIUTI
MaHHO303B’43y1040ro 0ijika. ¥ TakoMy pa3si yacTo (popMyroThcs apiiaibHi pop-
MM IMyHOZEMILMUTY 31 3HAYHOIO (PIIyKTYaLli€0 piBHS iMyHOJIOTIYHOTO MOKA3HMKA,
1110 MOXKe iMiTyBaTH BTOpMHHMI iMyHoAediumT. Tak, A. Bottaro 3i criBaBT. iIeH-
tudikyBanu noniMopdiszmu B perioHax IGHGP, G2, PG2, PG4 i SG4 ctpykTyp-
Hux reiB IgG4 y 39 naiieHTiB i3 BepudiKoBaHUM i30JIbOBAHUM AEDIILIUTOM LIbOTO
cyoknacy IgG 3a BigcyTHOCTI 03HAK MyTalliil TeHiB i Aeaelii xpoMocoM [12].

Kpim Toro, B ocHOBi Majoro iMmyHoaediuuTy MoxXe JieXKaTh TEHETUYHO JIe-
TEPMiHOBAHUIA IMyHOPETYISITOPHUI pO3JIal TPY iIHTAKTHIN CTPYKTYPi KOO0~
ro 610K reHa. KiacuuHuii mpukiiag — MyTallil, 110 3yMOBJIIOIOTh ITOPYLIEHHS
MIPOLIECIB MEPEKIIOYEHHS 130TUIIIB AaHTUTLI i yac iMyHHOI Bigmnosigi. Taki ma-
LiEHTU IMIPUHLIMUITOBO 31aTHI IIPOAYKYBaTU HEYILIKOIKEHUI IIPOTEiH Y JOCTaTHIl
KIJIbKOCTIi, OCKUJIBKM MalOTh HOPMaJibHi CTPYKTYPHI FT€HU, OMHAK HE OTPUMYIOTh
HaJIeXKHUX aKTUBALIAHUX CUTHAJIIB [JIS1 peKOMOIHATUBHUX IIPOLIECiB a00 TpaH-
ckpunwii. 3okpema, V. Giambra 3i CITiBaBT. Y KOHTPOJILOBAHOMY AOC/IIIKeHHI 3a
y4yacTio 88 iMyHOCKOMITPOMETOBaHMX NalieHTiB Ta 101 3mopoBoi 0coOu BCTaHO-
BWIM, 1110 ayneb *1 reHa-nocumoBaya HS1.2 acouiiioBana 3 megiuutom IgA ta
IgM y moneii [40]. Y Takomy pasi MOXyTb (hOpMyBaTUCS SIK TIEPMAHEHTHI, TaK i
TPaH3UTOPHI (POPMU IIEPBUHHUX IMYHOAEMILIUTIB, IIPU SIKUX ASPILUT IMyHHOTO
YMHHUKA (DOPMYETHCS TUIBKU MPOTSITOM ITEBHUX IEePiOAiB OHTOIEHE3y i 3a3Ha€
CIIOHTaHHOI a00 1HAYKOBAHOI MEIMKAMEHTO3HO KOMITEHCALlil B iHIIIi pOKU KHWT-
T. Hepinko Bin3Hava€eThCsl INMPOKUIA Aiana3oH (IyKTyallil piBHSI iMyHOJIOTIU-
HOTO ITIOKA3HMKA, a IMTOAI0OHICTb O BTOPMHHOTIO iMYHOIE(ILIUTY € HAHOLIBIIIOIO.

MozxHa BUainuTH 3 xapaktepHi ¢eHoOMeHU iMyHOAeiLIUTHUX XBOPOO, 00y~
MOBJICHUX IMyHOPETYJIITOPHUMU PO3JIaJaMU:

1. @opmyBaHHS pi3HOTO (PeHOTUIY B Pi3HUX TAIIEHTIB 3 ONHIEI i Ti€lO ca-
MOIO MyTalli€lo B ITIeBHOMY TeHi (Tak, myTaiii reHa TACI MOXyTb NpU3BOAUTU
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JI0 PO3BUTKY SIK (PeHOTHUIY i30JIbOBAHOTO nediuuty IgA, Tak i BUOIpKOBOTO Jie-
¢iuuTy cyokiacis IgG abo 3arajibHOro BapiadbesibHOro iMyHoAeiluTy B pi3HUX
Mali€HTIB, HABIThb YJIeHIB oJHiel pogunu) [103].

2. PosmmpenHss abo, HaBmaku, 3BYXKEHHS JIaOOpaTOpHOTO (PEeHOTUITY
iMyHOIEe(IUMTHOI XBOPOOM TIPOTSITOM OHTOTE€HE3y (OMMCaHi BMUITAIKMU SIK
cyOKOMIIeHcallil 3arajbHOro BapiadeJbHOro iMyHoAeMilLUTy A0 i30JbOBa-
Horo aediuuty IgA [54], Tak i gekoMIieHcallii BubipkoBoro medinury IgA
10 (PeHOTUITy 3arajbHOro BapiaGeJbHOro iMyHomediuuty 3 (opMyBaHHSIM
rinmoiMmyHoryo0yJiHeMmii [76]).

3. Tpancdopmallig ogHOro JadopaTropHoro (GpeHOTUITy B iHIIW, BiIMiHHWIA
BiJI TTOMepeIHbOr0 B OMHOIO MallieHTa (BiIoMi BUNAAKKU IIepeTBOPEHHS 1eilluTy
onHoro cyokiacy IgG Ha nediuuT iHIIIoro 3 BUIO3MiHOIO KJIiHIYHOI KAPTUHU i T10-
BHOIO CITOHTAaHHOIO HOPMaJTi3alli€lo MorepeIHhOro iMyHHOT'O ITOPYILeHHs [66]).

JesKi reHeTUYHi MOpYIIeHHS BIUIMBAIOTh HA (pOPMyBaHHSI OKPEMUX CUH-
JPOMiB TIPU MaMX iIMyHHUX AUCHYHKIISX, HE BUZHAYAIOUU MPU LILOMY PO3-
BUTOK camoro imyHonedinuty. Tak, R.C. Ferreira 3i cniBaBT. y KOHTPOJIbO-
BaHOMY AOCJiIKeHHi 3a ydacTio 430 ypaxenux mauieHTiB i 1090 3mopoBux
ocid moka3zanu TicHy acomuiartito rs6498142C > G CLECI6A (p = 1,8 « 1077)
ta 1s1990760G > A IFIH1 (p = 7,3 * 10-') i po3BUTKY aBTOIMYHHUX YCKJIaI-
HEeHb, 3/1€0iJbIIOr0 — CUCTEMHOI'0 YePBOHOT'O BOBUAKY Ta LIYKPOBOIO JAiadeTy
I Tuny, y nanienTis i3 BubipkoBum gediuurom IgA [29]. Crin ypaxoByBaTH, 1110
NesIKi TeHETUYHI TOPYIIEHHS MapaJoKCaJbHO YMHSTh 3aXUCHUI BILIMB 11010
PO3BUTKY MajiuX iMyHOAE(dILUTIB Ta MOB’SI3aHMUX i3 LIUM YCKJIagHeHb. Tak,
T. Freiberger 3i cniBaBT. MoKa3ajiu MPOTEKTUBHUIA e(heKT heHOMEHA BiACYT-
HOCTI acIapariHoBoi KMCJI0TU B mo3ullii 57 DQ Gera-naHLora 1moa0 i30Jb0-
BaHoro aediuuty IgA [39]. Toai x E.G. De la Concha 3i criiBaBT. IpoAeMOH-
CTpYyBaJIi HETaTUBHY (MPOTeKTUBHY) acouiauito anesi TNFal0 ta i3oiboBaHO-
ro gediuuty IgA B moaeii [22].

Takox ciig ypaxoByBaTH, 110 MaJli iMyHOAe(iLIUTHI XBOPOOU acollilioBaHi 3
MEBHUMU JIOKYCaMU TiCTOCYMICHOCTI, 1110 TPUHAXMHI YaCTKOBO MOXE IOSICHU-
TU OAIOHI acoliallil, BUSBJICHI LLIOJ0 aJlepriYHUX i aBTOIMYHHUX CUHAPOMIB, SIKi
YacTo € CKJIaA0BUMU KJIiHiuHOro (peHoTuIty iMmyHoxaedinury. Tak, R.C. Ferreira
3i CIIiBaBT. y NOIYJISILIMHOMY AOC/iIKEHHI 3a y4acTio 772 mauieHTiB i3 gedinu-
ToM IgA Ta 1976 310poBUX 0Ci0 3arajJbHOI MOMYJIsALI BCTAHOBWIM acolliallilo
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uporo iMmyHomedinuty 3 HLA-DQB1*02 (p = 7,69 « 10(—57); OR = 2,80),
HLA-B*0801-DRB1*0301-DQB1*02, —DRB1*0701-DQB1*02, DRB1*0102
(p = 5,86 ¢ 10(—17); OR = 4,28) ta DRBI1*1501 (p = 2,24 -+ 10(-35);
OR =0,13) [30].

Enidemionozia

Maui imyHoneiuuTHI XBOPOOU € JOCUTH IMOLIMPEHUMMU B TIOACHKii TTOIYJIsI-
wii. He3Baxxarouu Ha aesiki BUKJIIOUEHHST, MOXKHA BU3HAYUTU 3aKOHOMIPHICTb:
YMM MEHILIA IMyHHA HEIOCTAaTHICTh JIEXKUTb B OCHOBI IMyHOAEMILIUTY, TUM OLTb-
1LI0I0 € MOLIMPEHICTh 1€l iIMyHHOI IMCchYHKILII cepell JIIOALH, 1110 OB’ SI3aHO0 3
00MeXXeHHSIM il TpupogHoro nooopy. He BUKIIIOUEHO, 1110 3 L€l K IPUYUHU
MOKpPAIIEHHS SIKOCTi KUTTS Cy4acHOI JIIOAVMHU Ta TOJIMIIEeHHS HaJaHHS Me-
JUYHOI JOMOMOTH TapaoKCAIbHO CIIPUSIOTh HAKOMUYEHHIO MaJuX iMyHO/Ie-
(inmTHUX XBOPOO y JOACHKiN nonyssiii. Hanpukian, i3oaboBaHuid aediuuT
IgD 3rigHO 3 cydyacCHUMM TaHUMM HE 3yMOBJIIOE PO3BUTOK iH(EKIIIHOrO CUH-
JPOMY 1 3piJIKa € MPUYMHOIO IE€IKUX aBTOIMyHHUX Ta iMyHO3aMaJbHUX pO3Jia-
JIiB y JIOAeH, BKJIIOYal0UM aBTOIMYHHMI renaTvT i CUCTEeMHUI YepBOHUIA BOB-
yak [74]. [TommpeHicTh IbOTO iIMyHOIEMIIUTY Ay>Ke BUCOKA — Ha PiBHI 6—8 %
npencTaBHUKIB ronyJsuii [34]. Came B 0e3CMMIITOMHOCTI nepeoiry BOa4amThb
NPUYMHY OOMEXEHHS Aii IpUPOAHOTO 1000PY i (heHOMEeHAa HAKOIMYEHHS LIbO-
ro iMmyHoaeiluTy cepell IO,

[Ipote icHYIOTb YMHHUKHU, 110 BTPYYaAIOThCS B PO3MOAUT iIMyHOAEMILIMTHOL
XBOPOOY B romyJisiLiil. MimeTbest po eheKTH 3aCHOBHIMKA i CeIEeKTUBHOI IIepeBar.

EdexT 3acHOBHUMKA peati3yeThbCsl B OOMEXEHUX, 3aKPUTUX TTOMYJISLIISX, 1
BIIEpIIE 3’ SBMJIACS MYTallisl, 1O JIEKUTh B OCHOBI iMyHOAe(MIilIUTHOI XBOPO-
ou. Lleii epekT MoXXe CrIpUATH HAKOMMMYEHHIO XBOPOOU B TIEBHOMY PETIOHI
yepe3 Masly KUIbKICTh CXpellyBaHb i3 OpeacTaBHUKAMU iHIIMX HOIMYJISIIN i,
HaBITaK1, OOMEXYyBaTU HAIXOMXKEHHS T€HETUYHUX XBOPOO 3 IHIIMX €THOCIB.
KnacuunuM npuKiIagoM BIUIUBY €(eKTy 3aCHOBHUKA € SITTOHCbhKA MOIMYJIs-
ig. Tak, momupeHicTh AeiuuTy Mieaonepokcuaasu parouuTiB y 3axigHii
€poni i CIIA cranoButh 1 Bunagoxk Ha 2000—4000 memkaH1iB, TOAi SIK B
Snonii — monaiiMenie 1 Bunanox Ha 10 000 moneii. 1o Toro X y 3axizHoMy
CBiTi XBopoOa 3ymoBjieHa MyTanicro R569W [91], a B AmoHii — iHIIUM TeHe-
TUYHUM nopyiueHHsIM [93]. EdekT 3acHOBHMKA TaKOX MOXE 3yMOBJIIOBATU
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HEOAHOPITHICTh MOIIMPEHHS XBOPOOU B OHIN reorpadiyHiil 30Hi y 3B’I3KY
3 HasSIBHICTIO Ha il TepUTOpii CyO30H, M€ NPaKTUKYIOThCSI OJM3bKOCHOPiIHE-
Hi nunro6u. Tak, 3arajom aediuuTt Mieaonepokcuaasu parouutis B ITanii 3y-
cTpivaeThest 3 yacToToro 1 Bumnanok Ha 2000 MelIKaHIiB, OAHAK Y ITPOBIHIIISIX
Bpemrisa [4] Ta @piyni — Beneuist-JIxyimist [18] yacTtota xBopobu nocsirae 1
Bunaaky Ha 500 MeKaHIIiB.

Edekr cemekTUBHOI IepeBard MoOCaa0JIOE [il0 MPUPOIHOrO I000py Y
3B’SI3KY 3, Ha MEPIIUi MOMISA, MapagoKCalbHOIO MOSIBOIO MEBHUX CIPUSIT-
JIMBUX, KOPUCHUX BJIACTUBOCTEH, MOB’s3aHUX 3 iMyHouedinurom. HasiTh
X-34UerieHa araMMarjao0yaiHeMis, TskKa opMa NEPBUHHOTO T'YMOPAJIbHOTO
IMyHOAE(DILMTY, CYNPOBOIXKYETHCS MPUPOJHOI PE3UCTEHTHICTIO 10 BipycCy
Emmreitna — bapp [26]. [Tpu Maymx iMyHHUX TUCHYHKITSIX €(DEKT CEIEKTUB-
HOI IlepeBaru BUpPaKeHU cujibHille. Tak, HaKOIMMYeHHs AeiluTy KOMIIO-
HeHTa koMmIieMeHTy C2 cepell SIMOHIIIB MOB’S1I3aHO, OKPIiM iHIIMX MPUYMH, i3
3aXMCTOM BiJl PO3BUTKY iH(MEKLIHHO-TOKCUYHOTIO 1IOKY ITiJl YaC MEHIHIOKOK-
Hemii. JdedinuT MaHHO303B’I3yI040ro OijKa 3yCTPida€EThCsl Mailke 3 TIEIO K
4acToTol0, 110 i aedinut IgD, omHaK 4acTo MPU3BOAUTD 10 PO3BUTKY KIIiHiU-
HUX CUMIITOMIB, HEPIIKO — 3arpOKyIOUmnX KUTTIO. AKIIO MaJOCUMIITOMHICTb
€ OCHOBHOIO BiJIOMOIO MPUYMHOIO TMOIIMPEHHS i3071b0BaHOTO Aediuuty IgD,
TO Ipu AedillTi MAHHO303B SI3YI0UOT0 OiJIKa y 3B’SI3KY 3 BEJIMKOIO KiJIbKiCTIO
KJIiHIYHO MaHipecTHUX (POPM, SIK BUIAETHCS, BaXKJIMBillle 3HAYEHHSI MalOTh
MEBHI MepeBarv, 1o Haua€e s iIMyHHA AMCHYHKLISA, HAIPUKIIAIL 3aXUCT Bil
NyJbMOHAJIBLHOIO TyOepKyJibo3y [118] abo oOMexXeHHST BOTHUIIA illIEeMiYHOTO
IHCYJIBTY TIpM LIepeOpOBaCKYIISIPHiil XBopoOi [96].

SI TipaBWIIO, HE BiI3HAYAETHCS MEBHUX FeHACPHUX BiIMIHHOCTEH y MOIIIN-
PEHOCTI MaluX iIMyHOAEMIUUTHUX XBOPOO cepel JIIoAe, OCKUIbKY 1i IMYHHI
nrchyHKIIT 3piKa mepeaaroTbes 3a X-34erIeHUM TUITOM. OfHaK y TeSIKUX 10-
CJIIKEHHSX MPOAEMOHCTPOBAHI TaKi BiAMIHHOCTI, 110 MOX€e OyTH MOSICHEHO
BIUIMBOM CTaTeBUX FOpMOHiB. Tak, moka3zaHo, 1110 3aCTOCYBaHHSI MEPOPaATbHUX
KOHTpPALENTUBIB MPU3BOAUTH A0 BTOPUHHOIO Ae(illUTy MPUPOIHMUX KilepiB
y XiHOK [7], ToMy (peHOMEH BIUIMBY CTaT€BUX T'OPMOHIB TEOPETUUYHO MOXKE
MaTH 3Ha4YEeHHS NpU MaHidecTalii mepBUHHOrO AeillUuTy NPUPOIHUX KiJIepiB
y IpeACTaBHUKIB pi3HOI crari. L.A. Hanson 3i criiBaBT. BCTAHOBWIIM, 1110 CEPEl
aiteid Bin nediuuty cyokiaciB IgG yacrilie cTpaxkaaloTh XJOMUMKHY (3 XJIOMUK-
K1/1 IiBUMHKA), TOMi SIK CEPEI TOPOCIMX iIMyHOAE(DIIIUT YaCTillle pEECTPYETHCS
B XiHOK (1 4osnoBik/3 xiHku) [47]. D.S. Ahmad 3i criBaBT. HOBiZIOMWIN TIPO
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CHiBBiIHOILIEHHS YOJIOBIKIB i XiHOK Ha piBHi 1,8 : 1,0 cepen naiieHTiB 3 igiona-
tuuHOo0 CD4+ T-kniTuHHOIO JiMdorneHiero [3].

PacoBi BiAMiHHOCTi B 4aCTOTi XapaKTepHi He IJIS1 BCiX MaIMX iIMyHHUX JIMC-
¢yukuiii. C. Feldman 3i cmiBaBT. y crieliaJibHO CIJIAHOBAHOMY AOCHiIKEHHI
HE BUSIBWIM CYTTEBUX BIIMIHHOCTEH y 4aCTOTi Ta KJIIHIYHUX MTPOSIBAX i30JIbOBA-
Horo aediuuty cyokiaciB IgG cepen npeacTaBHUKIB 01101 i YopHOI pacu [27].
Haromicts BubipkoBuii nedinut IgA 3ycTpivaeThbest 3 yactororo 1: 160—1 : 500
ocib y eBporeoiniB i uiie 1 : 2000—1 : 4000 — cepen MoHrosoinis [28].

Hesiki iMyHHI 1UC(YHKIIIT IIPOSIBISIOTLCS OLIbIIIe B IUTIYOMY Billi, HAIIpU-
kian nedinut IgA yacTo 3ycTpiyaeTbes cepel aiTelt, oqHaK 3a3Ha€ CIIOHTAHHOI
komneHcauii 10 10—12-piyHoro BiKy LIOHAMEHILE B ITOJOBMHI Bunaakis. Lli
TaK 3BaHi BiKOBi iMyHOAe(ILIMTA HE MaOTh OYTU MiICTaBOIO [IJIsI HEBUIIPaBAAHO1
CaMO03aCITIOKOEHOCTI KJIiHILUCTIB, OCKIJIbKM 10 MOMEHTY KOMITeHcallii iMyHHa
IUCGYHKIIIS MOXE IIPU3BECTU J0 PO3BUTKY TSKKMX YCKJIaAHEHb, HAIpUKJIAd
OpoHXiaJIbHOI aCTMM a00 IOBEHIJIBHOIO peBMaToigHOro apTputy. Hesaki mai
iMmyHoaediuuTu, Harnpukiaan igionatnyHa CD4+ T-xiituHHa JiMdoreHis,
yacTillle 3yCTpivaloThes cepell JOpOoCIunX, HixK cepen aitei [3].

Kitiniunwmii ne610T iMmyHOa1ePiLUTy MOXJIMBUN y Oyab-s1KOMY Billi. Tak, ornu-
CaHUIi BUITaJOK PO3BUTKY MOTEHILIIHO JIETAIbHUX iHTpalepeOpaibHUX OaKTe-
piaJIbHUX a0CIIECiB Y HOBOHAPOIXKEHOTO 3 AedinuToM IgA, 1110 BKazye Ha 6e3-
npeleacHTHO paHHIo MaHidecTallito xBopoou [111], Toni sk M. Endoh 3i cri-
BaBT. MOBIIOMWJIY TIpo nepili nposiBu aediuuty IgM y 85-piyHoro naiieHra,
SIKOTO paHillle BBaxaau iMyHOKoMIleTeHTHUM [24]. Kpim Toro, imyHoaediuuTu
MOXYTb BUJO3MiHIOBATH KJIiHiYHI IPOSIBA MPOTSITOM OHTOT€HE3Y: SIKIIO B IiTei
MEePEeBAXKAIOTH IH(PEKIIIHI CUMIITOMU, TO B TOPOC/IUX € OUIBIIO MUTOMA Bara
aJIepriYHUX, ABTOIMYHHHUX i HEOTIJIACTUYHUX YCKIIATHEHb.

Crocib XUTTS, iHAMBIAYyaaIbHUI JOCBiA B3aEMO/ii 3 MiKpoopraHiamamu Ta
JOJAaTKOBI HECIPUSTIMBI YMHHUKM CEPIHO3HO BIUIMBAIOTh HA TSXKKICTh epedi-
ry Majiux iMmyHoAedilMTHUX XBopo0. OgHaK 10 OLiHKYA MOTEHUiHO IIKiII-
BUX YMHHUKIB CJIiJ MiAX0AUTH IudepeHLiioBaHO MPY KOXHOMY iMyHoAedi-
LIMTi 3 ypaxyBaHHSIM OCOOJIMBOCTEN maToreHe3y XBopoou. Tak, KypiHHS MOXe
norMOJIIoBaTU HasgBHUM aediuuT cyokiiaciB IgG, gk 11e mokasaiu B crieliaib-
HoMmy gocaimkeHHi V. Popa 3i criBaBT. [99]. HatomicTs npu aediumTi Mieno-
MEPOKCHUIA3M BiI3HAYAETHCS MapagoKCaIbHO 3HUXEHUN pU3UK (POPMYBAHHS
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paKy JiereHb YHACJIiIOK TIOTIOHOMNAiHHSI, OCKIJIbKY 3a3HauyeHUM (pepMeHT Oepe
y4acTh B OKcHUallii OeH3MmipeHy 3 ()opMyBaHHSIM METa0O0JIiTiB-KaHIIEPOTeHiB.
SAKiio ioHi3yloua panaialisi € BaXJIMBUM YUHHUKOM (DOPMYBaHHSI BTOPUMHHOTO
JAediuUTy IPUPOIHUX KIJIEPIB, 110 MOXE 3yMOBUTH MOTJIUOJIEHHS TTEPEIiCHY-
J0YOT0 IMMEPBMHHOTO iMyHOAE(ILIUTY, TO IPUPOAHI KiJiepHi T-KJIIITUHU BUSIBIS-
I0Th PE3UCTEHTHICTh 10 TTIPOMeHeBoi Tepartii [61].

llamoeeres

PeuunauBHi iHMEKLIMHI ypaKeHHS € TIPIMUM HACTiIKOM AeMillUuTy NEBHO-
ro iMyHHOT'O YMHHMKA B iIMyHOCKOMITPOMETOBAHMX MAalli€HTIB, a 1X YacToTa i
TSKKICTh BUBHAYAIOThCSI BATOMICTIO BTpauyeHOTO (paKTopa B 3MiiCHEHHI 3aX1cC-
HOI iIMYHHOI BiZITOBi/Ii TPOTHA MiKPOOPraHi3MiB, 1110 aTaKylOTb OpTaHi3M JIIOAU-
Hu. Tak, nediuyuT MaHHO303B 3yI040ro 0ijika MPU3BOAUTL J0 MOCaa0JIeHHS
pO3Mi3HaBaHHS MaHHO30BMICHUMX I1aTOI€HIB, 3HMXXEHHSI iHTEHCUMBHOCTI 3a-
MaJeHHS, HEIOCTATHOCTI peaklliii KOMILJIEeMEHT-0MoCepeIKOBaHOI LIUTOTOK-
CUYHOCTI, 110 OOYMOBJIIOE PO3BUTOK iH(PEKUINHUX ypaxkeHb, HacaMIlepen
bakrepiasbHuxX iHPekwin [112]. I1pu nediunTi IpupoIHUX KiJepiB YHEMOXK-
JIMBJIIOEThCS peajlizallisl peakliiii CIIOHTAaHHOI KIITMHHO-OIIOCEPEAKOBaHOI
LIMTOTOKCUYHOCTI, 1110 CTBOPIOE MEPEAYMOBHU IS PO3BUTKY BipyCHUX iH(EeK-
wii [15]. Xoya nmpu ryMopajabHMX iMyHoAe(ilMTaX 4acTille pO3BUBAIOTLCS
OakTepiasibHi iH(pEKIIii, a TPpU KIITUHHUX — BipYCHIi, 1li BIIMIHHOCTI He € a0Co-
motHuMu. Axio IgG2 i IgG4 cnipsiMoBaHi 34e0UILIIOTO 10 TTOJIicaXxapuaHUX
antureHiB, To IgG1 i IgG3 po3ni3HaloTh IepeBakHO O1JIKOBI MOJIEKYJIU, Y TOMY
yucai anturenu BipyciB. Tomy K. Kallio-Laine 3i ciBaBT. y crieniaJbHO CIijia-
HOBAHOMY JOCJIiIXKEHHI MTPOJEMOHCTPYBAJIH, 1110 CUPOBATKOBA KOHLIEHTPALIis
IgG1 6yna Huxuoro (p = 0,009), a yacTora BUSIBIIEHHS i301bOBAHOTO AeDiUTY
IgG1 — Ginbworw (p < 0,001) y nawieHTIiB i3 peLUAUBHUM CEPO3ZHUM MEHIH-
ritom MoJutape, BUKJIMKAHUM BipyCOM MPOCTOrO repriecy 2-ro TUILy, MOpiB-
HSIHO 3 KOHTPOJIbHOIO TpyIiol0. PU3MK HOBOTO €I1i304y MEHIHTITy 3pocTaB 3i
3HM>KeHHSIM KoHLeHTpalliil IgG1 (moka3Huk iHumaeHty 2,05). Excripecis ane-
neit HLA-DRB1*01 i -B*27 Gyna acouiitoBaHa 3 aedinurom IgG1 i BUCOKUM
pU3UKOM HelpoiHdexii [58].

Po3BuToK anepriyHux, iMyHoO3amaJbHUX i aBTOIMYHHMX YCKJIagHEHb 3y-
MOBJICHUIA MOPYILIEHHSIM peajidallii IMyHHUX peakliil i3 MiATpUMaHHIM TO-
JIPAHTHOCTI 10 AESIKUX €HIOTeHHUX Ta €K30Ir€HHUX aHTUTeHiB IIpU AediluTi
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MEBHUX YMHHUKIB iIMyHITETY, 3alisITHUX y pealli3allii MexaHi3MiB iMyHHOI TO-
JlepaHTHOCTI. MoOXHa cKa3aTu, 1110 B TaKUX BUMAJKaX Bil3HAYAETbCS peai-
3allig WKiIJIWBOI, HECAHKIIOHOBAHOI IMYHHOI peakilii yepe3 He3IaTHIiCThb
3MIACHUTHA KOHTPOJIIOIOUY iIMYHHY Peakililo 3 MPUTHIYeHHS aJeprii Ta aBTo-
iMyHiTeTy. 1189 pO3BUTKY iIMYHO3aJIEXKHUX YCKJIaAHEHb HEOOXinHa HAasBHICTh
iIMYHHOT HEIOCTaTHOCTI TaKOl INIMOWHMU, 1110 3yMOBUTb MOPYLICHHS Peakiliit
13 MiATPUMAHHS TOJIEPAHTHOCTI, OJHAK 30epexXe 34aTHICTh iIMyHHOI CUCTEMU
peaiizyBaTh iMyHOOMNOCEPEIKOBaHE aBTOMOIUKOMKEHHS. Tak, MpU TIKKUX
KOMOiHOBaHUX iMyHOIedilMTax aBTOIMYHHI pO3JIaau Maiixke He PeECTPYIOTh
yepe3 ApaMaTU4HICTh iH(QEeKUIMHUX ypaxkeHb Ta INIMOOKY jdiMdomneHito abo
HaBiTb aliM(OLIUTO3, 110 OB’ SI3aHi 3 HECTauel0 aBTOPEaKTUBHUX JiMPOLU-
TiB, 3JaTHUX OIOCEPEIKYyBaTH aBTOIMyHiTeT. HaToMicTh mpu Maanx iMyHHUX
JUCOHYHKIISIX i3 HETJIMOOKOI0 iIMyHHOIO HEAOCTATHICTIO i 3HAYHOIO MipOIO pe-
JyKOBaHOMY iH(MEKILiTHOMY CUHIPOMi (DOPMYIOThCS CIIPUSTIMBI YMOBU J1JIsT
PO3BUTKY iIMYHO3aJIE€KHUX YCKIAAHEHb, TSKKICTh IKMX Y OaraTboX BUITaJIKax
MEPEBUIILYE TSIKKICTb BJIaCHE iHPEKIUIMHUX ypaXkeHb.

[Tpu iMmyHOIEDILMTHHUX XBOPOOAX BiA3HAYAIOTHCS Pi3HI MEXaHi3MU PO3BU-
TKY iMyHO3aJIexKHUX YCKJIaaHeHb. [1pu ogHOMY i1 TOMYy caMoMmy iMyHoAediluTi
i B OJTHOTO I TOTO CAMOTO IMalliEHTa MOXYTb peajli3oByBaTUCS BiIMiHHI MEXaHi3-
MU (hOpMYBaHHS ajeprii Ta aBTOIMYHITETY, TOi K IPU Pi3HUX iMyHOIe(hil1-
TaX BUHMKAIOTh IMyHO3QJIEXKHI YCKJIAAHEHHS 31 CITIJIbBHUM MEXaHi3MOM PO3BU-
TKy. [1pu ryMmopanbHuX iMmyHOIehilMTax GOPMYIOTHCS ITEPEBAKHO aBTOIMYHHI
YCKJIAAHEHHS 3 HIUTOTOKCUYHUM Ta IMyHOKOMILIEKCHUM MEXaHi3MOM PO3BM-
TKY, TOAi SIK MPU KJIITUHHUX IMYHOIE(hIlIUTaX pO3BUBAIOTHCS 3A€01IbIIOTO, aje
He BUKJIIOUYHO KJIITMHHI peakiii aBToiMyHitety. [Ipu ¢parouutapHux iMyHoIe-
(hitmTax mUuTOMA Bara ajepriyHMX Ta aBTOIMyHHUX YCKJIaAHEHb MEHIIA, HiX
pUY MOPYLLUEHHSX aJalTUBHOIO IMYHITETY.

Tak, aTtomiyHi peakilii, 3yMOBJI€HI KOMIIEHCATOPHOIO TillepIPOAYKIIi€IO
IgE, TunoBi ajisi nepBUHHUX Ae(ilUTiB iHIIMX Kj1aciB/CyOKJaciB iMyHOIJIO-
oyaiHiB. I[Ipu nedinuti IgA ta 1gG4 pu3uK pO3BUTKY aTOMIYHUX peakiliit
OiABUIIEHUIN TaKOX 3aBASIKM BTpaTi OJOKYHOUOI aKTMBHOCTI LIMX iMYHO-
r1o6yaiHiB moao IgE [107]. Ilpu nediuuTti npupoaHUX KijdepiB i MpUpoOI-
HUX KiepHUX T-1iMOOLUTIB CXUIBHICTD A0 aTOIIil MOSICHIOIOTh 3HUXKEHOIO
MNPOAYKIIi€I0 raMMa-iHTepdEepoHy, 110 3a3BUYail IPUTHIUYE iIMyHHI peakilii,
onocepenkoBaHi T-xennepamu 2-ro tuny [15]. CupoBaTkoBa xBopoba 3 iMy-
HOKOMIUIEKCHUM MeEXaHi3MOM PO3BUTKY Y BilNOBiAb Ha IpernapaTu KpOBi



26 Manbues [J.B. Mani imyHodegiyumHi xeopobu

Ta iX MOXiAHI MpU TOoTaJbHOMY AedinuTi IgA nmoB’sg3aHa 3 NepeIiCHYIYUMU
aHTU-IgA-aHTUTIIaMU B OpraHi3Mi Takux nauieHTiB. Lli iMyHOr100y1iHU 3y-
CTpivalOThCSl MPUHAWMHI B TPETUHI BUIAAKIB TOTaJbHOTO AeiuuTy IgA i He
BiI3HA4YalOTHCS B MALIIEHTIB i3 MapiiajibHOW0 popmolo imyHoaedituty [131].
HediuuT npupoaHuX KilepHUX T-KIITUH 3yMOBJIOE PO3BUTOK KOHTAKTHO-
ro ajepriyHoro AepMaTUTY 3aBASKU OeDIlLIUTY MPOTU3ANMAIBLHOIO LIMTOKIHY
iHTepJieliKiHy-10, aKTUBHUMM HNPOAYLIEHTAMHU SIKOTO € 3a3HauyeHi JiMdoLu-
TU. Lleil MUTOKIH MpUTHiUy€E KJIITMHHY iIMyHHY pe€akililo, OMOCepeaKOBaHY
T-xennepamu 1-ro Tvmy, 110 JE€XUTbh B OCHOBI KOHTAKTHOI TiIIepUYyTIMBOCTI
[45]. HatomicTe nipu imionatuuydiii CD4+ T-xniTuHHIA JiM@oIIeHil yacToTa
KOHTAKTHOI'O aJIepTivHOIO AepMaTUTY 3HMXKEHA Yyepe3 nociaablieHHs peakiiit
CIIOBUJILHEHOI TiNepuyTJIMBOCTI B yMoBax Aediuuty T-xenmnepiB 1-ro tumy.
OpnHak iHOAI Baromilry poJib npu igionatuyHi T-niMpouuToneHii Mae ae-
¢imut peryasitopHux T-nimbpouuTiB i3 ¢peHotunom CD4+CD25+, Hix ne-
(imuTt T-xennepiB 1-ro TUMy, 110 MOXE MOSICHUTH, HA TIePIIUIA MO, Ma-
paloKCalbHi BUIAJAKU PO3BUTKY KOHTAKTHOTO NE€PMATUTYy IpU 3a3HAUYEHil
iMmyHHil nucdyHkuii [44]. I1pu nediuuTi IgE Bin3HavyaroThes IceBaoagepriy-
Hi (IIceBI0aTOIUHi) peakilii, OB’ sI3aHi 3 BTpaTOI0 CTa0L1i3yI040ro BILUIMBY 3
0oky IgE Ha Ty4Hi KJIITUHU, 1110 3yMOBJIIOE ITiIBUILECHY YYTJMBICTh OCTaHHIX
J0 Hecrmeun@iyHUX CTUMYJiB, BKIIOYAOUM MEIUMKAMEHTM, MEXaHiuHi I10-
JIPa3HUKHU i 010JIOTIUHO aKTUBHI pe4yoBUHHU [59].

P03BUTOK aBTOIMYHHUX peakliliii 38 IUTOTOKCUYHUM TUIIOM, BKIIOYaIOU U
aBTOIMYHHI LIMTOMNEHII, IpH TiMoiMyHOTJIOOyaiHeMil, nediliuTi TOTaJIbHOTO
IgG ta cybknaciB IgG MoXXHA MOSICHUTU MOPYLIEHHSAM (PYHKIIIOHYBAaHHS
CiTKM aHTUiZiIOTMHOBMX aHTUTLI, IO HEUTPAIi3yIOTh aBTOAHTUTIIA 10 MO-
MEHTY 1X B3a€EMO/iI 3i cneM(iYyHUMU aBTOAHTUTCHAMU Ta MOAYJIIOIOTh aK-
TUBHICTb aBTOpPeaKTUBHUX B-1iMbouuTiB yepes BriuB Ha ix Fc-peuentopu
[66]. HaToMicTh iMyHOKOMIUIEKCHI peakilii, 30KpeMa CHUCTEMHUIl 4epBO-
HUI BOBYAK Ta TJIOMEPYJOHEMPUT, TPU 3a3HAYCHUX IMYHHUX TUCPHYHKIILI-
SIX TIOSICHIOIOTh MOPYLIEHHSIM MpOoleciB coltobiizallii Ta pecontooiaizalii
LIAPKYJIOIOUYUX IMyYHHUX KOMILJIEKCIB, 110 MOCHA0JI0E KIIIPEHC OCTaHHIiX
MakpodaraMu IediHKu Ta cejie3inku [126]. I1pu gedinuti MyKo3ajabHOTO
IMYHITETY ME€XaHi3M PO3BUTKY aBTOIMYHHMX YCKJIQJHEHb BOAYalOTh B Ma-
COBAaHOMY HAaAXOMK€HHI aHTUTEHIB, Y TOMY YMCJi CyIIEpaHTUICHIB, 4yepes
CJIM30Bi 000JIOHKM BHACHiJOK, 30KpeMa, BTpaTu HEUTpasli3yrouoi aKTUB-
HocTi IgA [107] Ta mocnabiieHHsT 3aXMCHO1 €KCyIaTUBHOI peakilii mpu ae-
diuri IgE [59]. ITpu nediuunTi iHiniaabHUX OiIKiB CUCTEMU KOMILIEMEHTY
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iIMYHOKOMIUIEKCHI peakilii 3yMOBJIEHI MOCJIa0JeHUM KJIipEHCOM IMYHHUX
KOMILIEKCiB Makpodaramu, 1110 po3Mi3HalOTh 11i KOMIUIEKCU Yepe3 peler-
TOpU A0 (pparMeHTiB 3a3HaYeHMX OUIKiB KoMruieMeHTy [101]. Hatomicth
npu ae@iuuTi TepMiHAJIbHUX KOMIIOHEHTIB CUCTEMU KOMIIJIEMEHTY BiA3Ha-
YaeTbCs Oibllla MMTOMA Bara aBTOIMYHHUX YPaXXeHb i3 HMTOTOKCUYHUM i
KJITUHHUM MEXaHi3MOM PO3BUTKY, BKJIIOUYAIOUM aHKIJIO3YIOUMI CIOHANUIO-
apTPUT i peBMaTOIiIHUI apTPUT, OCKIJIbKM 3a ¢parMeHTaMU LIMX IPOTEIHIB
3AiIMCHIOETHCS BUIYUYEHHS IEMTO3UTIB KOMILJIEMEHTY, 110 (POPMYIOTh MEMO-
paHaTaKyloui KOMIUIEKCM Ha MeMOpaHax KJIITMH opraHiB-MmilieHei [48].
MaHHO0303B’I3yI0OUM A JIEKTUH BaxkKJIUBUIA Y KJIIPEHCI LIUPKYJTIOIOUYUX CYIEp-
AHTUI'CHIB Ta IMyHHUX KOMILJIEKCiB, 8 TAKOX BUAAJICHHI allONITOTUYHUX KJTi-
TUH i TKAHUHHOTO JETPUTY, 1110 BU3HAYAE MTepEBaXHUI PO3BUTOK CUCTEM-
HOTr0 YepBOHOTO BOBYAKA B IMALIIEHTIB i3 AediuuToM Takoi moJiekyau [112].
IMyHOperyisiToOpHi MOpyIIeHHS, MOB’sI3aHi 3 HEAOCTATHICTIO KOHTAKTHOTO
MEXaHi3My IMYHHOT'O BiIXWJIEHHS Ta Ae(ilMTOM LMTOKiIHIB iHTEpJIeHKi-
Hy-10 Ta ramma-iHTepdepoHy, MOSICHIOIOTh aBTOIMYHHI YCKJIaAHEHHS TIpU
gedinuTax IpUPOIHUX KijlepiB Ta MPUPOAHUX KiepHux T-kiituH [49]. ¥V
pasi inionatuyHoi CD4+ T-kniTuHHOI JiM@OIIeHil MPUIYMHY aBTOIMYHHUX
ypaxeHb BOaualoTh y AediuuTi peryastopHux T-1iM¢oOUuUTiB, 110 B HOPMI
MiATPUMYIOTb aHEPril0 aBTOPEAKTUBHUX iIMYHOKOMITETEHTHUX KJIITHH, SIKi
MiCTATbCS B epuepuIHNUX iMyHHUX opraHax [3].

Takox anepriyHi Ta aBTOIMYHHi YpaK€HHS B iMyHOCKOMIIPOMETOBAHUX
MHai€eHTIiB MOXHA MOSICHUTH aHOMaJIbHOIO IEPCUCTEHIII€X0 MiKPOOHUX TPUTE-
piB, 1110 O0e3mocepeHbO MOB’I3aHO 3 MTOPYILIEHHIM MPOTUIH(MEKILIAHOTO iMYy-
Hitety. Tak, iH(pekuiiiHO-3aJIexkHa OpOHXiaJlbHA aCTMa acollilfiloBaHa 3 YaCcTu-
MM €I1i30/1aMM BipyCHUX PeCIipaTOPHUX iH(EKILiii, 1110 TPU3BOAUTH J0 Tilep-
pPeaKTUBHOCTI OpOHXiaJIbHOIO epeBa, a MyJIbTU(OPMHA epUTeMa MOB’s13aHa
3 Bipycom mpoctoro repnecy 1-ro tumy [100]. Pozsutoxk DIHS/DRESS nipu
JAediuUTi MPUPOAHUX KiJIEPiB MOSICHIOIOTh BTPATOIO0 KOHTPOJIIO HAl BipycaMu
repriecy 6-ro ta 7-ro THMIIiB y 30Hi pe3epBallii (CIMHHI 3aJ1031), a TIPH Tiloi-
MYHOIJIOOYJIiHEMiT — CIIPUSATIMBAMU YMOBAMU JJII TPUBAJIOIO 30€pEXKEHHS
crany Bipycewmii [52]. Bipyc Enmreiina — Bapp, 1110 yacTo 3a3Ha€ aHOMaJIbHO1
peakTuBalii B iMyHOCKOMIIPOMETOBAHMX MAalLli€HTIB, BITOMUI SIK TpUTep Py
aBTOIMYHHUX XBOPOO, BKJII0YAlOUM CUCTEMHUI YepBOHUI BOBUAK, ABTOIMYH-
HUI TUPOITUT Ta pO3CiTHUI cKJIepo3 [26]. MexaHi3M pO3BUTKY aBTOIMYHITe-
Ty B TaKOMY pa3i BOAYaroTh y BipyC-iHAYKOBaHili MOJiKJIOHAIbHIN aKTUBALIil
B-nimMdouuTiB i3 3aydeHHSIM aBTOpEaKTUBHUX KJIOHIB. [H(eK1is1, BUKIMKA-
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Ha Campylobacter jejuni, 4acTO PO3BUBAETHCS B MALIIEHTIB i3 TyMOPaJIbHUMU
iMyHoAedilUTaMu, 1110 BU3HAYAE TiCHY acOLliallil0 LUX iIMyHHUX IUCHYHKIIII
i3 cuHapomoM lilieHa — bappe i XpOHiIUHOO 3aMaIbHOIO AEMIETiHI3yI0UO0
MOJIIHEMPONATI€EI0, TPUTEPOM SKUX € 3a3HAYEHUN OaKTepiaJIbHUM areHT y
3B 3Ky 3 (PeHOMEHOM MOJIEKYJIIpHOI MiMiKpii [126]. ITepcucTeniiis bera-re-
MOJIITUYHUX CTPETITOKOKIB TPy A 'y pOTOTJIOTII 3yMOBJIEHA CHOBUILHEHUM
i/abo He3aBeplleHUM (ParouuTo30M, MOSICHIOE BilOMY acolialilo aeiluTy
MieJonepokcuaasu (parouTiB i XpOHIYHOI peBMaTUYHOI JruxoMaHku. Hato-
MICTbh Y PO3BUTKY XPOHiIUHO1 iH(eKIlii, BAKIIMKAHOI Str.mutans, y 3B’ 13Ky 3 T10-
cJIabJIeHHSIM OIICOHi3allii BOa4aloTh 3B’ I30K Ie(iluTy MaHHO303B I3yI040T0
npoTeiny i cuHapomy bexuera B moaeit [88].

Kniniyni npossu

[Tepemycim ciin 3a3HaYUTH, 11O MaJli iIMyHHI IUCHYHKIIII CYyTTEBO TOTIpLIy-
IOTh SIKIiCTh XUTTS nauieHTiB. G.H. Jorgensen 3i cmiBaBT. Y KOHTPOJbOBAHOMY
JOCJIIXKEHHI MOKa3aJIv MOTipPILIEHHS OB’ I3aHO1 31 3M0POB’SIM SIKOCTi XXUTTS B
Maui€eHTIB 3 i30JboBaHUM AediuuTom IgA. HaitGinbln BaroMuMu YMHHUKAMU
PU3UKY HU3BKOI SIKOCTi XXMUTTSI OyJIM KUTbKICTh KypCiB aHTUOIOTUKIB MPOTSTOM
poky (p < 0,001), KiabKicTb JiKiB, 1110 BXUBaOThcs 1oaeHHO (p < 0,01), anep-
riyHUi pruHOKOH TOHKTUBIT (p < 0,05), XpOHiUHi M’SI30BO-CKEJIETHI CUMIITOMU
(p <0,05) Ta TpuBora i/a6o 6e3conns (p < 0,005) [56].

OCHOBY KJIiHIYHOTO (DEHOTUITY IMYHOAEMDILIMTHUX XBOPOO CTAHOBJISATH iH-
(ekuifiHMiA, anepriyHuii, iMyHo3anajabHUI, aBTOIMYHHUI Ta HEOIUIAaCTUUHUI
CUHIPOMM, OJTHAK MOXYTb PO3BUBATUCS I IEsIKi TOAATKOBI MPOSIBU 3i CKJIAI-
HUM IIaTOreHEe30M, BKJIIOUAOUM ICUXiYHi Ta KapIioBacKyJIsIpHi XBOpoOu. 3ara-
JIOM MOXHa BUITATA 3 OCHOBHUX CUHAPOMMU: iHDEKIIHHWI, CHHAPOM TTOPY-
LIEHHS MATPMMAaHHS iIMyHHOI TOJIEPAHTHOCTI (aJIepriyHi, iMyHO3amnajbHi, aB-
TOIMYHHI pO3/1a/1) Ta HEOIUIAaCTUYHUIA, 1110 BiAMOBIAA€ CYyYaCHUM YSIBJICHHSIM
PO OCHOBHI (DYHKIIii iIMyHHOT CUCTEMM B OpraHi3mi JIOAWHMU: 3MIHCHEHHS MPO-
TUiIH(EKLIMHOTO 3aXUCTy, MiATPUMaHHS iIMyHHOI TOJIEPAHTHOCTI Ta 3HUILICH-
HS IyXJIMHHMX KJIiTUH. He € BUkiItoyeHHSIM i MaJjli iMyHoae(ilMTHI XBOPOOU.
SAKI1I0 B OTHOTO Malli€HTa PO3BUBAIOTHCS BCi XapaKTEpHi CUHAPOMU MPOTSITOM
OHTOT€HE3Y, TO MOXKHA TOBOPUTHU TPO MOBHMI KJIiHIYHUIA (DEHOTHUIT iMyHOIE-
Gituty. [Tpn Manx iMyHOIE(DILIMTHUX XBOPOOAX YACTIllIE, HIXK IMTPU KITACUYHUX
iMmyHonedinuTax, (OpPMYETHCS YACTKOBUM KITiHIYHUIA (DEHOTUIT, KOJIU PO3BU-
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BAlOThCS TUIbKM JI€SIKi 3 TepepaxoBaHUX CUHAPOMIB, XO4Ya BiloMi I BUITaIKU
PO3rOpHYTOI KJIiHIYHOT KAPTUHU.

HeoOxinHuM € npoBeAeHHS BeJIMKUX eMiAeMioI0oriyHUX AOCTiAXKEeHb i3 3a-
JIy4eHHSIM BUCOKOTOYHMX METO/IiB Cy4YaCHOI CTAaTUCTUKU JUISI OMMCAHHS KJTi-
HIYHOTO (PEHOTUITY Pi3HUX MAJUX IMYHOIEMILUTIB i BITOKPEMJIEHHS HOTO Bif
BUIAAKiB MEXaHICTUYHUX MOEAHAHD. Y LIbOMY HAMPSIMKY BXe 3p00JieHi mepii
Baromi Kpoku. Y HEIIOAaBHbOMY BEJIMKOMY €ITiA€MiOJIOTiYHOMY JOCTiIKEHHI
3a yyactio 18 487 oci6, mpoBeneHoMmy E. Magen 3i criBaBT., MOKa3aHUIA Tic-
HUM 3B’130K nepBuHHOrO Aedinury IgE 3 rineppeakTuBHICTIO OPOHXiaJILHOTO
JiepeBa i OpOHXiaJIbHOIO aCTMOIO B JIiTeli Ta OaKTepiaJbHUM CEPEIHIM OTUTOM,
XPOHIYHUM CMHYCUTOM, aBTOIMyHHUMHU CUHIPOMAaMM Ta HEOIIJIa3isIMU B JiTeH i
nopocnux [84]. G.H. Jorgensen 3i criiBaBT. y KOHTPOJbOBAHOMY JIOCIiIXKEHHI 32
TUIIOM BUMAA0K — KOHTPOJIb MPOJAEMOHCTPYBAJIM, 1110 HNALIIEHTU 3 AeDilUTOM
IgA uacriie 3a 310poBUX 0Ci0 CTPaXKIAIOTh Bil pelMAMBHUX iH(EKIIii BepXHiX
1 HUDKHIX IUXaJIbHUX LISIXiB, TIPUUOMY B 25 % BUIIaKIB BiI3HAYAETHCS OiJIbIIIE
1 BUnagKy IMHEBMOHIl IPOTATOM 2 POKiB, TOJI SIK Y 3aTaJIbHili TTOMyJIsii Taka
cuTyauis TparsieTbest auiie B 1,6 % Bumnankis (p < 0,001). Anepriuni Ta aBTO-
IMyHHi TTpOsIBY Tparisuincs B 84,4 % BUIAAKiB, a B KOHTPOJIbHII IPyITi — JIUILE
B 47,6 % Bunankis (p < 0,001) [55].

OCKIiJIbKY TSKKICTh iIMyHOAE(MILUTY TICHO KOPEIIOE JIMIIE 3 iHPEKIINHUM
CUHJPOMOM, YCi iHIIli MPOsIBA iMyHOAE(MILUTHOI XBOPOOU MU PEKOMEHIYEMO
BU3HAYaTHU SIK iMyHO3aJIeXKHi YCKIIaJHEHHSI, OCKUIBKM 1X PO3BUTOK BU3Haya-
€ThCS II€10 T0JATKOBMX YUHHUKIB, @ 3aMiCHA IMyHOTepallisi He 3aBXIU CIIPUSIE
iX KoMIleHcalii. MoxXHa BUALIATHA 3aKOHOMIPHICTb: YMM IIMOIIOI0 € iMyHHA
HEAOCTaTHICTh, TUM OijbllIa MATOMA Bara B CTPYKTYPi KJIIHIYHUX MPOSIBIB iMy-
HoIe(ILUTY HAIEXUTh iH(MEKIIHHUM MposiBaM i MEeHIlIa — iIMyHO3aJIeXKHUM
yckJIanHeHHSIM. Tak, mpu X-34enieHiil araMMarjaoOyaiHeMil ajaepriyHi i aB-
TOIMYHHI YCKJIaAHEHHS BiIMivyaloThcs He yacTimre HixX y 30 % Bumnankis [26],
npu pedinuTi IgA nmuToMa Bara Takux nposiBiB Moxe gocsiratu 40—50 % [ 78],
toni sk ipu pediunti IgE — 50—-70 % [84], a nedinut IgD, sk 6aunmo, MaHi-
(hecTye BUKIIOUHO Y BUTJIsIAI aBTOIMYHHUX po3naniB [74]. N. Riyaz 3i criBasr.
onucajay po3BUTOK Yy 27-pidHOro mauieHTa 3 ToTaibHUM AediuuToM IgE 1my-
KpoBoro aiadery 1-ro tuiy, pyoderma gangrenosum, MiKpoOCIOPUYHOI'O KOJIi-
Ty Ta iIiONAaTUYHOIO Tinepeo3nHOMUILHOIO CUHAPOMY 0€3 CYTTEBUX IPOSIBiB
IH(EeKILIHHNX ypaXXeHb IK HA MOMEHT HaJXOMXKEHHS 10 CTallioHapy, TaK i Mpo-
TATOM aHaMHe3y KUTTs [106].
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Mpuyuru acuMmnmomHo20 nepebizy

Ilutoma Bara maii€eHTIB i3 0€3CMMNTOMHUM/MaJTOCUMIITOMHUM Tepeoi-
TOM Pi3HUTHCS MPU MaJIUX iIMyHOAS(ILUTHUX XBOpOoOaX i 31e0i1bIIoro odep-
HEHO MpoIopluiiiHa MUOWHI IMyHHOI HEIOCTAaTHOCTI, 110 (DOPMYETHCS TIPU
neiunTi TeBHOrO0 YMHHMKA iIMyHITETY. 3i cBOro 00Ky, chopMoBaHa iMyHHa
HEIOCTaTHICTh BU3HAYAEThCA (DYHKIIOHATBHOIO aKTUBHICTIO iIMyHHOTO (hak-
TOpa, HOro HOpMaJIbHUM BMiCTOM, 3HAUYIIICTIO B peaJii3alii iMyHHOI BilIo-
Bifli, MOXJIMBICTIO KOMIIeHcallii. BaxJimBe 3HaueHHS IJIs KJIiHiYHOI MaHidec-
Tauii Majoi iMmyHonedIiUTHOI XBOpOOM Ma€ cHociO XUTTA, iHAUBITYyaJIbHUN
JIOCBia B3aeEMoii 3 MiKpoopraHiaMaMu, BIUIMB JOJATKOBUX HECIPUSITIUBUX
YUHHUKIB. KO TOBOPUTU MPO BIUIMB HECTIPUSATIMBUX YMHHUKIB, TO CIIill
OigxXoauTu AUudepeHLiioBaHO A0 OL[IHKY KOXHOI'O 3 HUX IPU Pi3HUX IMyHO-
pedinuTax. Tak, mokasaHo, 1O KYpiHHSI MOINIMOJIIOE TIEPBUHHMUNA AedilluT
cyoknaciB IgG y moaeit [99]. Ilpote nipu nediumnTi Mi€JonepoKCcuaa3nu 3HU-
>KEHUI PU3MK PO3BUTKY PaKy JIEr€Hb, aCOLIMOBAHOTO 3 KyPiHHSIM, OCKIIbKHU
3a3HaYeHU epMeHT Oepe ydacTb y mMoaudikallii KaHIIEPOTeHiB TIOTIOHY.
['TIOKOKOPTUKOCTEPOIAM 31aTHI TPU3BOAUTHU 10 MOMIMOJEHHS TYMOPAJIbHUX
iMmyHonedinuTiB. OnIMcaHo HaBITh JIeTaJAbHI BUNTAJKM B TAKMX MaLli€HTIB ITiCIIs
MpU3HAYCHHS cTepoiniB [86]. OmHAK IIIOKOKOPTUKOIAN MOXYTh BUSBUTUCS
MpUHAKMHI YaCTKOBO KOPMCHMMM TPU HEUTPOINEHIsIX, OCKIIbKU 3yMOBIIIO-
10T PeHOMEeH HelTpodinbo3y. Ciia ypaxoByBaTH, 110 Pi3Hi iIMyHHI YWUHHUKU
XapaKTepU3yITbCsl BiIMIHHOIO (PYHKIIIOHAJbHOIO aKTUBHicTIO. Tak, moka-
3aHO, 110 €03MHOMIbHA MepoKCcuaa3a — IOHAUMEHILEe BAECITEPO aKTUB-
HilIKUA MiKpOOIUIMAHUI areHT, HixK MieJlonepoKcuaasza HeuTpo@iiiB i MOHO-
uutiB [89]. Tomy BTpata (pyHKIIOHATBHOI aKTUBHOCTI HEPiBHO3HAYHA TIPpU
JedinuTax eo3nHOPIIbHOI MepoKCcUaa3u i Mieaomnepokcugasu. OgHak HOp-
MaJIbHa KUIbKICTh YMHHUKIB iIMyHITE€TY B OpraHi3Mi JIIOAMHU MOXE BHOCUTHU
CYTTEBI KOPEKTHUBU B YAaCTOTY KJIiHiUHOI MaHi(decTalii imyHonediuuty. Taxk,
BMICT €03UHOMUILHOI MEPOKCUAA3U CYTTEBO OOMEXEHUI MAJIOI0 KUIbKICTIO
e03nHoDiiB (2—4 % KIIITUH KPOBi), TOI K Mi€JIONEPOKCHIa3a MiCTUTHCS B
3HAYHO OuIBININ KiabKOCTi (HeiTpodinu — 40—60 %, moHorutu — 4—8 %),
TOMY AediluT MieonepoKcuaa3y Ma€e OiIbIIY KIiHIYHY 3HAYYILiCTh, HixX 18-
(iuT e03MHOMIIBHOI MEPOKCHUIA3U, HABITh ITONPU HabaraTo BUILLY (PYyHKILi-
OHaJIbHY aKTUBHICTb €03uHOpiIbHOrO hepmeHTy [91]. KpiMm TOro, YnHHUKMU
IMYHITETY BiIpi3HSIOThCS 3a 3HAUYYILIICTIO B IMYHHIl Biamosigi. € Taki KOM-
MOHEHTH, 1110 BUKOHYIOTh MPUHIIUITOBO BAXJIUBI (PYHKIIii, BTpaTa SIKUX € Ka-
TacTpoivyHOIO 411 OpraHi3My, TOAI K iHIII MalOTh APYTropsiAHE, JOIMOMIXKHE
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3HauyeHHs. Tak, HAJId®-okcuaasza (paroumTiB € MaXKOPHOIO CUCTEMOIO MiKpO-
OILIMIHOCTI, 110 3a0e3Ieuye peantisallilo eHoOMeHa pecripaTOpHOro BUOYyXY,
a MieJIonIepoKCcKraa3a € MiHOPHO10, JOJATKOBOIO CHCTEMOIO MiKpPOOILIMIHOCTI,
1110 BUKOHY€E MOAYJII0I0UY (PyHKIIi10, 3a0e31euyoun (POPpMyBaHHS 3 IEPEKU-
Cy BOJIHIO, SIKMIA BUBLIBHSIETHCA TiJl YaC KUCHEBOTO BUOYXY, aKTUBHUX XJIOP-
BMICHUX OKCUJAHTIB — TiMOXJIOPUT-AaHIOHY Ta TiMOXJIOPHOI KUCAOTU. ToMy
npu pedpiunti HAAP-okcunasu GopMyeTbcsd (PEHOTUIT TSKKOI XPOHIYHOI
rpaHyJeMaTO3HO1 XBOPOOY 3 HECITPUSTIAUBUM IMPOTHO30M, TOJI SIK MpuU Aedi-
LIMTi Mi€JTONEPOKCUIA3U BiI3HAYAETHCS BEJIUKA KiIbKiCTh aCUMIITOMHUX/Ma-
JocuMnToMHUX hopM (1o 50 % Bunaznxis) [85]. Peasizalliss KOMIIEHCATOPHHUX
MEXaHi3MiB MOXe 3armofiratv KJIiHiYHii MaHidecTallii Majol iMyHHOI IUC-
¢yHkuii. Tak, KoMIeHcaTOpHa TrirepraMmMariooyiiHeMis MOXKe KOMIIEHCYBa-
TU KJiHIYHI mposBu aediuuty cyokiaci IgG [130]. dediuut ceKpeTopHOTO
IgA Moxe OyTu 10 TIEBHOI Mipy KOMIIEHCOBAHUM 3a paXyHOK IMOCUJICHO] ce-
kpeuii IgM [92]. [TpoTe iMmyHOI100YJIiH iHIIOTO KJIacy HE MOXE IMTOBHOLIIHHO
3aMiHUTU BTpayeHuii izotur. Ak nmokazanu E. Savilahti 3i ciiBaBT., KOMITeH-
caTOpHE MiaBuILeHHS KOoHUeHTpawii IgM y ciuHi B maiieHTiB i3 1ediluToM
IgA 3abe3neuye HEMMOBHUM MPOTEKTUBHUI €(DEKT MpY ManioMaBipyCHil iH-
dexuii [114]. KpiMm Toro, BiZoMi BUIAJKM BUCHAXKEHHS KOMIIEHCATOPHOTO
MeXaHi3My, 110 IPU3BOAUTH A0 TOSIBU 1 MOTMIMOJICHHS KJIIHIYHUX TIPOSIBiB.

IIpu nediumti npupoaHux KigepHux T-KIITMH HEPiAKO Big3HAYaEThCS
KOMIIEHCATOPHE MiABUILIEHHS KiJbKOCTI MPUPOAHUX KijepiB i CD8+ murto-
ToKCcMYHUX T-1iM@POLUTIB, 1110 BUKOHYIOTH JesiKi moAioHi pyHkuii 3 NKT-
KJiTuHaMu [49]. 3ae6i1bIIOro KOMINEHCATOPHI MeXaHi3MM MOKJIMKAHi 3MEH-
LIUTU KUJIBKICTh iH(EKUiHHUX NposBiB iMyHomediuuTy. OnHak, sIK 6a4nuMo,
PM3UK aJieprivHMX i aBTOIMYHHMX YCKJIAMHEHBb MPU IIbOMY HE 3HMXYETHCS.
Takox ciig ypaxoByBaTv, 110 abepaHTHA KOMIMEHcallisd caMa mo codi Moxe
OyTH IIPUUYMHOIO IMyHO3aJIeXKHMX YCKJIQAHEHbD Y MallieHTa 3 iMyHOae(illuTOM.
Tak, rinepnponyxiiist IgE B oci0 i3 ryMopaibHUMU iMyHOIe(DiLIMTaMU HEPiT-
KO MPU3BOAUTH 10 (DOPMYBAHHS aJepriyHUX (aTOMIYHUX) YCKIAAHEHb, BKIIIO-
YalOuM PUHIT, IepMatuT i actMy [126]. TimepiMyHoOrI00yTiHEeMiuHa ITypIrypa
[130] Ta IgA-HedponaTist [69] HeogHOPa30BO OMUCaHI SIK YCKJIaTHEHHS abe-
paHTHOI KOMITeHcallil TyMopaJbHUX iIMyHOAS(hILUTIB Y JTIOAEH.

Takum yuHOM, MAUTOMA Bara MaJOCUMITTOMHUX BUITAJIKiB BIIPI3HSAETHCS Bill
Pi3HUX iMyHOAEMILMTIB i 3a7I€KUTh Bifl 6araThoX YNHHUMKIB. Tak, moKa3aHo, 110
npu izojboBaHoMY nediuuti IgM 6e3cMMIITOMHI BUIIAAKK TPAILISIIOTHCS 1110~
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HaiimeHine B 19 % [42], npu mediunti IgA — 20—30 % [107], npu gediumTi
mienonepokcunasu — B 50 % Bunaakis [91].

Takox ciim ypaxoByBaTu, 110 MaJOCUMIITOMHMIA mepedir XBopoou mpo-
TATOM JaHOTO MEPioly OHTOTeHE3y HE BKA3y€ Ha Te, 1110 i B TOAAIbIIOMY Oy/ie
BiI3HAYATUCS aHAJIOTIYHUI ClLIeHapiii po3BUTKY noaiil. Ha Haiy gymKky, ysB-
JIEHHS IIPO 0€3CMMNOTOMHICTb MaIMX iIMyHOIEe(ILUMTHUX XBOPOO I1epeOiIbIIeH]
yepe3 Opak 100pe CrIaHOBaHMX JOHTITYAMHAIbHUX JocaimkeHb. S. Koskinen
31 CHiBaBT. MPOBEJIM JIOHTITYIUHAIbHE OOCIIIKEHHS, IIPU IKOMY 3iiiCHIOBA-
JI1 criocTepeskeHHs npoTsiroM 20 pokiB 3a 204 moYaTKoOBO KJIIHIYHO 300POBMMU
JIOHOPAMHU KPOBi 3 TOTAIBHUM i MapuiagibHUM aedinuroM IgA. byno rokasaHo,
o B 80 % BUMaAKiB i3 YaCOM PO3BUBAIOTHCS KJIiHIUHI ITPOSIBA XBOPOOU Y BU-
ISl iHGeKiHMX, aJlepriyHuX i/a00 aBTOIMYHHUX YPaXKeHb, 1110 TTOTipIIyIOTh
SKICTb XXUTTS a00 CTalOTh MPUYMHOIO iHBaTiAHOCTI [63].

IHpekyiliHut cuHopom

Indexniinnii CMHAPOM — BaXXJIMBHWi, OJHAK HE €IMHUI 1 He OOJIiraTHUiA
KJIiHIYHMM MpOosIB MaJIMX iMyHOJAeMILMTHUX XBOpoO. HemooanHokuMuU € BU-
MajaKu, Koju iMmyHoaediuuTHa XBopoda MaHi(heCTye BUKJIIOYHO Y BUTJISII ajiep-
riYHUX, aBTOIMyHHUX a00 HEOIUIAaCTUYHMX MPOSIBiB. 3a3BUYail peLUMAMBHI iH-
(bex1lii, BUKJIIMKaAHI YMOBHO-NTATOT€HHUMMU, ONMOPTYHICTUYHMMU 200 HABITh Ca-
npodiTHUMU 30yTHUKAMU, € TIEPLIMM IPOSIBOM iMYHHOI TMCPYHKILIII IIPOTITOM
OHTOT€HEe3Y, OJIHAK 1€ He € 0OOOB’I3KOBOIO 03HAKOK. TSKKICTh iH(PEKIIIIHOTrO
CUHJIpOMY, Ha BiAIMiHY BiJl IHIIMX OPOSIBIB iMyHOIe(ILIUTY, 3a3BUYail KOPEJIOE
3 INIMOMHOI IMYHHOI HEJOCTATHOCTI, X04a 115l 3aKOHOMIiPHICTh TAKOX HE CITpaB-
JUKYETBCS B ICSIKUX NaLieHTiB. Tak, mpy X-34erieHii aramMarjao0yiiHeMil re-
peBaxaroTh IMTMOOKI, iHBa3MBHI iH(EKIlii, TaKi IK MHEBMOHIsI, eMITiEMa IUIEBPU,
OCTEOMIEITIT, MEHIHTIT [26], Tomi AK 1ipu aedinuTi IgA — cepeaHiii OTUT, CUHY-
CUT, €HTEPOKOJIIT, YPETPUT, LUCTUT, BYJbBOBariHiT [107], TOOTO 31€0iJ1b1IOTO
MOBEPXHEBi, HEIHBa3MBHI ypaxeHHs. OgHaK 3a3HayeHa 3aKOHOMIPHICTh axX
HisIK HE BUKJIIOYA€ MOXJIMBICTb PO3BUTKY TSKKMX, 3aIrPO3JIUBUX XKUTTIO iH(pEK-
1Ll i cercucy B ASSIKUX MaLEHTIB i3 MATMMU IMyHHUMU IUCHYHKILISIMMU.

IcHye 3B’430K MiX IIpUpoAOoI0 iMyHOIEedILMTY Ta COEKTPOM iH(EeKLii, 10
SIKAX BiI3HAYAETHCS MiIBUILIEHA CIIPUAHATIUBICTD. [Ipy KIIITUHHUX iMyHOIE-
(itmTax hopMyloThCs NepeBaxKHO iH(EeKIlii, BUKJIMKaHi BHYTPILIHbOKJTITUH-
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