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Pesiome. V cmami npoananizoeano cyuacnuii cman ceaexkmuerozo oepiyumy IgA 3 noeas0y npogionux gaxis-
Ui c8imo602o pieHs Ha nidcmasi pesyibmamis enioemionoeiuHoe0, 2eHemu4H020, MOACKYAAPHO20 aHAAI3Y 00-
caiodcens i3 eucokum pieHem doxaszosocmi. CenexmueHuil depiyum IgA € Haibinbuw nowupeHum nepeuHHUM
imyHodeghiuumonm i xapakmepusyemacs i301608aHUM Oehiyumom i3 3a36uuaii HopmarvHum pienem IgM ma IgG'y
nauienmie, cmapuwiux 3a 4 poxku. Y uacmunu nayicumie 3 deghivumom 1gA moxcyms 6ymu 3uunceri cyokaacu IgG.
Ilpunyckaemscs, wo 3aeanrvia yacmoma ceaekmuerozo depivumy IgA cmanosums 6id 1: 500 do 1 : 2000, npo-
me mMoce Oymu Oinbul 8UCOKO0, OCKinbKU 6 Oinvuwocmi oci6 SIgAD nepebieae be3cumnmomHo, a npoepamu cKpu-
niney degpiyumy IgA nemac. Jleiyumy IgA cnpuse ckaadna mepexca eenemuunux egpekmie aoxycie IFIH I na 2-ii
xpomocomi ma HLA-DQAI na 6-it xpomocomi, 3 deiyyumom IgA noe’sazani PVTI (8-ma xpomocoma), ATG 13-
AMBRAI (11-ma xpomocoma), AHI1 (6-ma xpomocoma) ma CLECI16A (16-ma xpomocoma), ekarouarouu eeHu,
AKi, K 8idoMo, enausarome Ha Qizionoeito eupoosenns IgA. binvwicms arodeil i3 SIgAD — 6ezcumnmomui Hocii,
015 DesiKUX X80pUX XapaxkmepHi necenesi inpexyii, arepeii, a6moiMyHHI 3aX60PHBAHHS, 3AX80PHBAHHS UAYHKO-
B0-KUWIK0B020 MPpaKmy ma 3104KicHi Hogoymeopenns. Monimopune nauicumie iz SIgAD 30ilicnroembcs pizHu-
MU Memodamu, 6paxo8yeEmuvCsi 0C8ima, AKYBAHHA AAepeiyHUX abo a8MOIMYHHUX 3AX60PHEAHb, GUKOPUCHIAHHS
mpueaiux Kypcie abo Hasime npopirtaKmuuHe GUKOPUCMAHHS AHMUOIOMUKIB, 3aCMOCY8AHHS NOAIBANCHIMHUX
NHEeBMOKOKO0BUX 6aKUUH Ma 6HYMPIUHb08eHHOI ab0 nidwKipHOi 3amicHoi mepanii imynoesoOyainamu. [lpoenos
S1gAD 6 ocnosHoMy 3anexcums 6id ghenomuny. 3agikcosaro pioKicHi 6UNa0KU CNOHMAHHO20 00YICAHHS, 0CO-
04u60 6 M0100ux nayienmis. Pioko ceaexmuenuii degiyum IgA modice npoepecysamu 0o 3a2anbHo20 eapiabensb-
Ho20 iMyHOOehiyumy. Beaxcaemo doyinbHum suxopucmosysamu ceimoguii 0oceio 0iaecHOCMUKU ma AIKY8aHHS

cenekmueHo20 degiyumy IgA, nokaasuiu 11020 6 0CHO8Y MOHIMOPUHRY NaUieHmMi6 6 YkpaiHi.
KirouoBi cioBa: ceaexmuesnuii depiyum IgA; diaenocmura; npoginakmura yckaaouemns

Bigomo, 1o iMyHOI00Y/1iHM BUKOHYIOTh POJIb aH-
TUTJT 1 CUHTE3YIOThCS TUIa3MaTUYHUMU KIIITUHAMU 3a-
BISKM aHTUTEHHOMY CTUMYJIY Ta XEJIIIEPHOMY CUTHATY.
OcHoBHa ¢yHKIisS IgA B opraHi3mi JoauHu — 1€ 3a-
XMCT MYKO3aJILHOTO EITITeJIiI0 32 paXyHOK creur@igyHo-
ro po3Ili3HaBaHHS aHTUTEHIB i TaNTEHIB Ta B3aEMO/III 3
IHIIMMU CKJIQJOBUMHU ceKpeTy. MOHOMEepHi OJMHUILI
iMYHOTJIOOY/TiHIB CKJIaIal0ThCs 3 iIEHTUYHUX JBOX BaxK-
KHX Ta ABOX JIETKUX JIAHIIIOTIB, SIKi YTPUMYIOTHCS pa3oM
OUCYIbGhITHUMA KOBaJEHTHUMM W HEKOBAJICHTHUMU
3p’a3kamu [1]. ¥V cuposarui kposi IgA (IgA,, MoHOMEp)

CTaHOBUTH 15 % Bin ycix iMyHOTIJIOOYJIiHIB, HOTO HOP-
MajibHa KOHIIEHTpAllis 3aJIeXWUTh Bim BiKy (Tadm. 1), a
repioJ HaImiBpoO3IMaay CTaHOBUTL 5—6 1i6. CUupoBaTKO-
BUIi iMyHOIJIOOYJTiH A 31aTeH eliMiHyBaTH MiKpoOu 3a-
BISKM aKTHUBaLlii (haroluTo3y i KOMIUIEMEHTY aJbTep-
HATUBHUM IIUISIXOM.

Cexperopnnii IgA (IgA,, numep) BiIpi3HAETHCs Ha-
SIBHICTIO JOJATKOBOTO CEKPETOPHOIo KOMITOHEeHTa (S),
110 CUHTE3YEThCS €MiTeTiaIbHUMU KIITUHAMU CJU30BUX
000JIOHOK Ta MPUEMHYETHCS 10 MOJIEKY/U IgA mipu 1 mpo-
XO/DKEHHi 4epe3 emiTeiabHi KIITUHU. S-KOMITOHEHT
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OOYMOBITIOE CTIHKICTh MOJIEKYJIM iIMyHOIJIOOY/IiHY A0 il
MPOTEONITUIHUX (PepMENHTIB. IgA, BUAIIAETHCS 31 CIMHY,
CJIb031, OPOHXIAIBHOTO CEKPeTy, TOHKOI0 KUIIIeUYHUKA,
BiH 4acTKOBO OJIOKYE Tpoliecu aaresii BipycCiB 10 CIu-
30BOi 00OJIOHKM, Y 3HAYHiil KOHIIEHTpallil — iHTi0ye iX
MPUKPITIIEHHS 10 KJIITUHHOI CTiHKY, a B HEBEJIUKil KOH-
LIEHTpAllil — MPUITUHSIE PETUTIKALIIIO BipyCy, HE 3MiHIOK0-
4y azresito. TepMiHaTbHAa MaHO303B’sI3yBajlbHA JIiJISTHKA
BAXXKOTO JIAHIIOTa MOJIeKyn IgA 3maTHa po3mi3HaBaTH
MaHo3ocrenudiuHi JeKTUHU, HasIBHI Ha BOpCUHKax [
TUIY, 110 3a0e3Ieuye Hecienn(iuHnii aHTHaaTe3NBHUI
edeKT IIMPOKOro criekTpa Oakrepiii. B3aemomist IgA 3
arotamu Ta JIiM(MOLUTAMU B CIM30Biii 00OJIOHII Ta
JMM@OITHUX opraHax nepudepii, 110 eKCIPECYIOTh pe-
uentopu a0 Fc-¢gparmeHta iMyHOINIOOY/IiHY, aKTUBYE
AHTUTIIO3AIEXKHY KJIITUHHY ILIUTOTOKCUYHICTb TMPOTU
Oaratbox OakTepiii. OTKe, ToJIOBHA poib AUMepHoro IgA
MOB’sI3aHa 3 MOro 3aJaHiCTIO 3B’SI3yBaTH XapyoBi aHTU-
TeHU, ajepreHu, iHMeKIiitHi areHTy, 110 POo3TallloBaHi
B MPOCBITI KuleyHrka. OKpiM Toro, ¢izionoriyHa posib
cekpeTopHoro IgA BkJtouae iHribillir0 akTUBHOCTI 3ama-
JICHHSI, 1110 3aIT00irae aBTOIMYHHI# akTUBalIii [2].

Cenextusnmii nedinur IgA € HaitOLTBIT TTOIIMPEHUM
TMEPBUHHUM iMyHOAEMIIIMTOM i XapaKTepu3yeThCs i30-
apoBaHuM nedimmrom IgA (< 0,07 1/7, 10 ITOpPiBHIOE
<7 mr/mn) 3i 3a3Buyaii HopMaabHUM piBHeM IgM Tta IgG
y TAlIi€HTIB, CTapIINX 3a 4 POKM, KOJIM iHIIIi €TiONOTidHi
(akTopu 3HIKEHHS HOro piBHSI BUKJIIOUEHI. BBaxkaioTh,
1110 B AiTe#, MOJOIINX 32 4 POKM, 3HVKEHHS PiBHS iMy-
HOTJIOOYJIiHIB MOXe OyTHh (Di3ioNoriyHuM. Y 4YacTMHU
nauieHTiB 3 aediuuToM IgA MOXyTh OyTH 3HWXKEHI PiBHi
cyoknaciB IgG.

Kpurepii SIgAD 3a European Society for Immunode-
ficiencies (ESID) nonani Huxue [3]. CenektuBHuit IgA
Mae Micue B AMTUHU, CTapIloi 3a 4 poKU, KOJIK:

— JiarHOCTOBAHO MiIBUILEHY YYTJIMBICTb JO 3aXBO-
pIOBaHb Ma3yX Hoca Ta/abo jereHb abo aBTOIMYHHI 3a-
XBOPIOBAHHS B IMTUHM Ta/a00 YjieHa ciM’i;

— piBeHb cupoBatkoBoro IgA < 0,07 r/m, a 3arayibHa
kinbkicTs IgG i IgM y cupoBaTiii HopMaibHa;

— BUKJIIOYECHI iHILII MPUYMHU TinmoraMmmMarioOyJsiHe-
Mii;

— piBeHb IgG aHTUTIIT 10 BCiX MIETITIEeHh HOPMAJIbHMIA,

— BUKIIOYeHUH JedeKT T-KITiThH.

PiBenn cupoBarkoBoro IgA < 0,07 r/n — OCHOBHUIA
kpurepiii SIgAD.

MoxnuBa OpUCYTHICTH cekTopHOoro IgA B cucrte-
Max c/in30Boi B Aiteii 3 SIgAD, oco6auBo B 0cib i3 6e3-

CUMMNTOMHMM HOCiiicTBOM. 3a JaHUMU MiXHapoJIHOIo
coro3y iMmyHostoriuHux ToBapucTB (International Union
of Immunological Societies, TUIS) momno nepBuHHUX
iMyHOAEeDIIUTHUX 3aXBOPIOBaHb, AediunT IgA Mae nBa
MiATUTIA, SKi BKJIIOYAOTh nedinuT IgA, moB’a3aHuil i3
nedimutom minkimacy IgG, Ta cenekTWBHUIA medinut
IgA, i 1e HEomHOPA30BO HAroJIOUIYBAJIOCh Y Mepioj 3
2007 o 2014 p. [3]. OgHak B ocTaHHIN TIEpeTJIsi Kia-
cudikanii [UIS y 2015 poui medimut IgA BKItoueHMit
He OyB [3]. Otke, eBpomneiicbka Kinacudikaiis SIgAD
moku 0a3yeThest Ha 3BiTi 2014 poKy, SKMii BKJIIOUA€E PO3-
nonin nediunty IgA Ha 1Ba migTUIIN.

YV 2015 poui rpynoto HaykoBuiB i3 IlIBewii Ta Ipa-
Hy 3alpoIloHOBaHa KjiHiYHa Kiaacudgikalis (eHOTUITIB
SIgAD, mo Oyne mpuCyTHSI B HACTYITHOMY Teperyisiii
IUIS [4]:

®enornm SIgAD i3 6e3cMMITTOMHNM TTepediroM.

®enorun SIgAD i3 ilerkum repebirom 3aXxBoproBaHb
Ta3yx HOca Ta JIeTeHb.

®enorun SIgAD i3 mposiBamu ajieprii.

®enorun SIgAD 3 aBTOIMyHHUM CHIIPOMOM.

®enorutn SIgAD i3 TSoKKUM TIepe6irom.

Kuiniuni denorunu SIgAD i3 TskkuM niepebirom i
IIPOsIBAMU aJIepril MaloTh TEHACHIIiIO 10 MaHidecTalii B
JUTUHCTBI, TOMI SIK Y CepeIHBOMY Billi JiarHOCTYIOTh (be-
Hotum SIgAD i3 tlerkum 1epediroM 3axBOpIOBaHb Ia3yx
Hoca i JiereHb Ta aBTOIMYHHUI peHoTum. Tsokki anep-
riyHi Ta aBTOIMYHHI (DeHOTUIN HE TiISITaloTh TepeKia-
cudikanii y ¢perorun SIgAD i3 6e3cMMITOMHUM Tiepe-
0iroM; BogHoOYac 10 OE3CUMIITOMHOIO Tepebiry 3 BikoM
4acTo A0JAI0ThCS iHIIT (DEHOTUITU.

EniaemioAoria ceneKTMBHOrO
Aediuuty IgA

CenextuBHuii aedimut IgA € ogHuUM i3 HaiOiIbIIT
MOIIMPEHNX 3aXBOPIOBaHb TEPBUHHOTO iMyHOIedIilM-
Ty. 3axBopioBaHicTb Ha SIgAD 3aneXXuTh Bil €THIYHOTO
roxomkeHHs — 1 : 651 B Ipani; 1 : 143, 1 : 163 B Icma-
Hii; 1:252,1:875 B Anruii it 1 : 965 y bpasunii. XKuteni
Kaskazy, A¢ppuku ta CepenHboro Cxoay MawTh Hali-
OinbIIy yacToTy 3axBoptoBaHHs (Bif 1 : 100 mo 1:1000). Y
MelkaHuiB AnoHii Ta Kurato [gA nediltuT cTaHOBUTH Bif
1: 1600 mo 1 : 1900. 3aranbHa yacToTa MOXKE OYTH GBI
BHCOKOIO, OCKIJIEKM B OibIocTi ocio SIGAD mepebirae
0e3CUMITOMHO, a MPOrpaMU CKPUHIHTY Aediuuty IgA
Hemae. CimeitHi mocmimkeHHst marieHTiB i3 SIgGAD gk
MpoOaHIiB CBiTYaTh PO T€, 1110 POAMYI MEPIIOTO CTYIEHS
B 7,5 % matotb SIgAD [3—6].

Ta6nuus 1. HopmanbHi nokasuuku IgA cupoBaTku KpoBi B giTeri 3a71e>XHo Big Biky [2]

Bik IgA, r/n* BiK IgA, r/n
< 2 mic. 0,02-0,5 2-3 poku 0,18-15
2-5 wmic. 0,04-0,8 3-5 poku 0,25-1,6
5-9 mic. 0,08-0,8 5-8 pokiB 0,35-2,0
9-12 wmic. 0,15-0,9 8-12 pokiB 0,45-2,5
1-2 poku 0,15-11 > 12 pokiB 0,4-2,5

Mpumitka: *— 1r/n= 100 mr/an.
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PucyHok 1. HYacToTta cenektusHoro gegiunty IgA B nonynsiyisix. Kapra cgpopmoBaHa 3a aaHUMu
nonynsuiriHoro aHanisy Takux kpaiH: Aecrtpis, CLUA, ®PpaHuis, IcnaHia, Kutaii, LLIBeuis, SinoHia, KaHaga,
Hirepis, ABcTpanis, IpaH, Caygiecbka Apasis, HopBerisa, @innaHgisa, Yexis, Bpa3unisa ta lcnangis [3—6]

PucyHok 2. Po3BuToK B-kniTUH Ta eTan, Ha sKOMy Moxke 6/10kyBaTucs cuHTes IgA [7]

TMpumitkn: bone marrow — KicTkoBuii MO30K; periphery — nepugepis; lymphoid lineage — numeoiagHa niHis;
myeloid lineage — mienoigHa ninisi; pro B-cells — npo-B-knitnHu; pre B-cells — npe-B-knitnHn; T-cells —
T-knitunn; NK-cells — NK-knituHun; plasma cells — nnaamatunyHa knituHa; memory cells — B-knitnHa nam’ari;
HSC — Hematopoietic stem cells, remonoeTn4yHa croB6ypoBa knitnsHa; CD34, CD10, CD19 — memOpaHHi
6inkn, wWo BigirpaloTb PoJsib HA PaHHIX eTanax KPoBOTBOpeHHs; IL7Ro. — peuenTop, Wo BNAMBa€e Ha cneum-
¢ikauiro B-knitnH; JAK3 — Janus kinase 3, tTupoanHkiHasa, wo 6epe y4yacTb y nepegadi curHany peueri-
TOpamu, siKi BUKOPUCTOBYIOTb 3arasibHuii raMmma-saHuror (yc) cimerictea peuenTopis LUNTOKIiHIB Tuny | (Ha-
npuknapg, IL-2R, IL-4R, IL-7R, IL-9R, IL-15R T1a IL-21R); RAG 1, RAG 2 — Recombination activating gene
1/2, 6inok, kogoBaHuii UMM reHoM, 6epe y4acTb y akTuBaLii pekombiHauii imyHornoobyniHy V-D-J; Receptor
editing — peuentop penarysaHHsi; Negative selection — HeratuBHa cenekuisi; BLNK — B-cell linker, ninkep
B-knituHu, Bigirpae ponb y remonoesi (3aranbHnii BapiabenbHnii imyHoaegiunt, arammarno6byninemis 4 ta
HeOpyTOHIBCbKMIi TN arammarsobyniHemii acouivioBaHi 3 ne¢pexktom BLNK); BTK — Bruton tyrosine kinase,
TUPO3UHKiIiHa3a BpyToHa.
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MNaroreHes ceAeKkTUBHOro Aediuuty IgA

TouHuit MonekynsipHuii aedekT, sSKuili 00yMOB-
JIIOE ceJIeKTUBHUI IgA mediumT, MOKM 110 HEBiTOMMUIA.
Ocxkinbku SIgAD mMae HeOqHOPIIHMIA XapaKTep, TO MOX-
Ha MPUITYCTUTH, 1110 €TiOJIOTisI ACOLIIIOETHCS 3 BHYTPIlIHIM
nedektoM B-kimiTuHHUX diM@ouutiB, T-KIITUMHHUMU
aHOMAJIisSIMU Ta TIOPYLIEHHSIMM B MepekaxX LIUTOKiHiB.
Ha puc. 2 mogaHuii HOpMaabHUI PO3BUTOK B-KITiTWH Ta
erar, Ha sKoMmy cuHTe3 IgA Moxke GoKyBaTUCS TIPU ce-
nektuBHOMY AediruTi IgA [7].

Busgsneno, mo mamieHTn i3 SIgAD maroth medexr
nepeMUKaHHS Kjacy iMyHOII0OYJiHiB, TepMiHAJIbHOI
nudepeHuianii [gA mo3uTUBHUX T1a3Ma0JIacTiB y ceKpe-
TOPHI KJIITUHU a00 MEHIIY TPUBAJIiCTh BMKMBaHHS IgA-
CEKPeTYIOUMX TUIa3MaTUYHUX KJITUH 32 PaXyHOK CXWJIb-
HOCTI 10 IIBUILLIOTO anonTo3y B-kitiTuH, 1o MictsTh IgA
[8]. Ig-Hecyui B-kJTiTHHY € MO3UTUBHUMM 1100 CUHTE3Y
1gM Ta IgD, npote HeratusHi 10 IgA. ITpu SIgAD onu-
CaHa TeHETUYHO IMopylleHa IepedyqoBa MepeMuKadya
(switch, S) i3 Sy Ha So B nepudepuuHux B-kiiTnHax:
BUSIBJICHO HM3bKY €KCIIPECil0 SIK CeKpeTOBaHUX, TakK i
meMmbpanHux dopMm nosHoi MPHK y B-kiitunax 3 IgA
mipu SIgAD. OkpiMm Toro, ipu SIgAD noseneHmii nechek
y npoaykuii TGF-b, IL-4, IL-6, IL-7,1L-10ta IL-21, 1o
MOKe OYTH TOB’SI3aHUIA 3i 3MEHIIICHHSIM a00 MOpYIICH-
HsIM T-KJIITUHHOI aKTUBHOCTI X€JITIEPIiB Y IESIKUX Malli€H-
TiB i3 SIgAD [3, 10].

PucyHok 3. SHa4qywyi nokycu B MeTaaHanisi geiynty
IgA [6]

lMpumitka: MaHxeTTeHCbkuUi niaot P-3Ha4yeHb reHe-
TUYHOIro metaaHanisy ~9,5M BapiaHTiB y 1635 naui-
€HTIB 3 Aediuyntom IgA i 4852 3aq0poBux niogeii. Bep-
TUKasibHa NiHisi BKa3ye Ha 3arasibHe 3Ha4eHHsI reHoMa
(P <5 « 108 gna po3sutky IgA-gediunty. Jlokycu
no3Ha4yeHi YHOpHUM Ta YepBOHUM (HOBI) KOJIbOpamMH.

LutoreHetnyHi Aedpekty Ta myTauii,
NOB’130Hi i3 CeAeKTUBHUM Aediumtom IgA

XpPOMOCOMHI aHOMaJii Ta ITUTOreHETUYHi NehEeKTH
YacTO BMSIBJISIIOThCS B MallieHTIB 3 IgAD, BKITtouaroun
MoHOcoMilo 3a 4p, Tpucomito 3a 8-10, 10p, 21-10 xpo-
MocoMoIo, TpaHciokalio 10q go 4p, nenewito 17pl1.2,
18q-cunmpom ta cuHmpoM aenertii 22ql1.2. Oxpim Toro
BUSIBJISIIOTHCSI MOHOT€HHI MyTallii. MeTaaHai3 reHOTUIly
6487 moGpoBoJIBLIB, 3aKiHueHMit y 2016 potlli, BUSIBUB 4
HOBI 3HAUYIIIi JJOKYCH XPOMOCOM, aCOIIif0BaHi 3 medilm-
toM IgA. Okpim IFIH 1 1oKkyciB Ha 2-11 xpomocomiTa HLA-
DOQAI na 6-it xpomocoMmi, 3 mediuurom IgA mnop’s3aHi
PVTI (8-ma xpoMmocoma), ATGI3-AMBRAI (11-ta xpo-
Mocoma), AHI1 (6-ta xpomocoma) Ta CLECI6A (16-Ta
xpomocoma) (puc. 3). Lli naHi 103BOJISIOTh OPUITYCTUTH,
o aediunty IgA cripusie ckinagHa Mepexka TeHeTUUHUX
edeKTiB, BKIIOYAIOUU T'eHU, 5IKi, SIK BiIOMO, BILUIMBAIOTh
Ha (pizioiorito BupobjeHHs IgA.

KAiHiYHO MaHidpecTaLiss CeAeKTUBHOro
Aediuuty IgA

BinpiricTs mamieHTiB 3 gedinnToM IgA He MarOTh KJTi-
HIYHMX O3HAK a00 3aXBOPIOBAHHS MEPEHOCHTD JIETKO. Y
HEBEJMKOI TPYMM TIAL[IEHTIB 3aXBOPIOBAHHS Tiepebirae
TSDKKO. Y JaHMi yac HEe3pO3yMilo, YoMy JesKi Joau 3
nedinutom IgA Maifke He XBOpIlOTh, a iHIII XBOPIlOTh
TsKKO. TakoxX TOYHO HE BiIOMO, Y SIKOTO BiICOTKa 0¢i0 i3
nedinuToM IgA po3BUBATUMYTHCS YCKJIAMHEHHS, OLIIHKHY
CTaHOBJIAATS Bin 25 1o 50 %. [esiki naitieHTn 3 gediuToM
IgA TakoX MarTh Iyke HU3bKMU piBeHb MiakiaciB IgG
(six mipaBuIio, IgG2 i/abo IgG3—4). Ile moxke OyTH T10-
SICHEHHSIM TOTO, YOMY JesIKi MalieHTu 3 aedinmtoM IgA
OibII YYTAMBI A0 iH(EKLii, HiX iHIL, aje He IS BCiX
XBopux [3].

SIK BU3HAYATIOCH BUIIE, HE3BAXKAIOUM Ha Te, 10 OiJTb-
1IicTh Jromei i3 SIGAD — 0e3cuMnToOMHI HOCIT, A1 11e-
SJKNX XBOPHMX XapaKTepHi JiereHeBi iH(eKIIii, ajieprii,
aBTOIMYHHI 3aXBOPIOBaHHSI, 3aXBOPIOBAHHSI LILTYHKOBO-
KMIITIKOBOTO TPAKTY Ta 3/105IKiCHi HOBOYTBOPEHHS.

JlereneBi XxBOpoOU € €IMHOIO a00 JOMIHYIOYOIO HO-
3os1ori€ro min vac giarHoctuku SIgAD (40—90 % Bin
3arajibHO1 KiJIbKOCTi MauieHTiB). BinabiricTs iHGeKIiin
BUKJIMKaHI MO3aKJITUHHUMU iHKaICyJTbOBAaHUMM OaKTe-
pisimu (Hanpuknan, Haemophilus influenzae, Streptococcus
pneumoniae) i OyBaroThb Juie y hopMi iHbeKIii BEpXHiX
JIUXANTbHUX 1UISIXiB 200 OUIbLI TSKKUX XBOpoO (OpoH-
XoekTa3u abo objiTepyroumnii OpoHXioJiT). ¥ ditet, siki
yacrinie MatoTh aedinut nigkinaciB IgG, ocoomuo IgG2
ta Ig(G3, 3a3BMUait xBopoba repedirae OLTBII TSLKKO [3].
PexoMeHnoBaHO BU3HavYaTH piBeHb [gA B cpoBaTIi Kpo-
Bi B yCiX JiTel i3 pelIMAMBHUMU 3aXBOPIOBAHHSIMU Ma3yX
HOCa Ta JIETeHb, Y XBOPMX Ha TSKKi JIETEHEBi iH(bEKIIii
0akaHO MONATKOBO aHamidyBaTu cyokiacu IgG (piBeHb
noka3oBocTi A) [3]. INamientu i3 SIgAD mMaioTh KOMITeH-
caTopHe 30iiblIeHHs B-kiituH, 1m0 HecyTh IgM, yepes
BimcyTHicTb IgA.

AJlepriyHi 3aXBOpPIOBaHHSI MOXYTb OYTH TMEPIINM
i/a00 €NMHUM KJIiHIYHUM IIPOSIBOM Y JESIKUX TMAalliEHTIB
i3 SIgAD (25—50 % Bin 3arajabHOi KiJIbKOCTI TIAlliEHTIB).
3 IgAD mnoB’s13aHi ajiepriyuHuii KOH'IOHKTHUBIT, PMHIT,
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KpOIMB’sIHKa, €K3eMa, XapuoBa ajiepris ta actma. Jliii-
CHO, cekpeTopHuii IgA nonmomarae 3amo0irTv MOrIMHaH-
HIO aJIepreHiB Yy KPOB, Billirpalouu 3HAYHY POJib Y 3aro-
OiranHi aneprii. [1awientu i3 SIgAD MaloTh MiABUILIEHUI
pu3uK aHadiakcii, KOJU BOHU OTPUMYIOTH MPOAYKTH
KPOBI, 1110 MIiCTSTh AesKy KiibKicTb IgA. 1le, gk BBaxa-
10Th, MoB’s13aHo 3 IgG (abo, moxuBo, IgE) antm-IgA
AHTUTIIaMU, SIKi MOXYTb OyTH 3HAAECHI B I€IKUX JIIOACH,
nedinutHEX 3a IgA [3].

IMommpeHicTh AaBTOIMYHHHX 3aXBOPIOBAHB Y MAIIEHTIB
i3 SIgAD xonuBaetbes Bin 5 1o 30 %. InionmatnyHa Tpom-
OouMTONeHIYHA TypIypa, XxBopooba I'peiiBca, aBToiMyH-
Ha TeMOJIITUYHA aHeMis, LYKpOBUil niadeT 1-ro Twumy,
PEBMATOITHUI apTPUT, TUPEOIAUT, CUCTEMHUI 4epBO-
HUI1 BOBYAK Ta LieJiaKisl 3yCTpiyaloThCsl B MALIEHTIB i3
SIgAD [3]. deditut IgA (y TOMY 4KCIIi CEKPETOPHOIO)
MOB’sI3aHUI 3 JISTKUM ITPOHUKHEHHSIM aHTUTEHIB Y CJIU-
30By. MoJieKyJisipHa MiMiKpisl Ta mepexpecHa peaxilist 3
aBTOAHTUTEHAMU MOXYTb CIIPUYMHUTH YTBOPEHHS aB-
TOpeakKTUBHUX aHTUTiN [3]. BuHuKae naTojoriuHa pery-
Jsuist T-knitiH, ocodnuBo B CD4 + CD25 + Foxp3 +
peryasgtopuux T-kiituHax (Treg), 1o o0ymoBI0€
3HUXKEHHSI IMYHHOI TOJIepaHTHOCTI. JlOC/IiqHUKU BBa-
JKaloTh, 1110 iCHY€E CKJIaJHa acolliallisl MixX raruioTunaMu
netikorurapHoro antureny moguan (HLA) HLA-AL,
HLA-BS, HLA-DR3 ta HLA-DQ?2 i po3BUTKOM aBTO-
iIMyHHMX 3aXBOpIoBaHb y aiteit 3 SIgAD. Kpim Toro, Oyio
MOKAa3aHo, 110 CHUpOBaTKM mailieHTiB i3 SIgAD wacto
MICTSITh aBTOAHTUTIJIA IO TUPEOIJIOOYJIiHY, EpPUTPOLIUTIB,
MiKpOCOMaJIbHUX aHTUTEHIB LIMTOMOAIOHOT 3a/1031, Oa-
3aJIbHOI MeMOpaHU, KJIITUH TIaJKoi MyCKyJIaTypH, KJli-
TUH MiIIITYHKOBOI 31031, SIIEpHUX OiIKiB, Kapaioiri-
HY, KOJIareHy JIIOAMHM Ta KJIITUH HaIHUPKOBOI 3aJI03H,
HaBiTh 3a BiICYTHOCTI KJIIHIYHUX aBTOIMYHHUX TPOSIBiB.
3HayHa yacTuHa ocib i3 SIgAD mae cupoBaTKOBi aHTU-
Tiza 10 IgA, siKi MOXXYTbh BUKJIMKATH peakilii mpu iHDy3ii
npenapariB Kposi [3].

YacTtota pO3BUTKY pO3JaJiB HLIYHKOBO-KHIIKOBOTO
TpakTy B nailieHTiB SIgAD HeBucoka. IgM Moxe KoM-
TIEHCYBATH BifICYTHICTh IgA B KUIIIEYHUKY LUISIXOM HOTO
TPaHCIIOPTYBAHHS 3i CIM30BOI 00OJOHKM B MPOCBIT KU~
meuyHuka. [IpoTe MOBIMOMIISIETBCSI TIPO 3B’SI30K MiX
SIgAD Ta nemaki€to, JISIMOJIiO30M, BY3IUKOBOIO JIiM(O-
1IHOIO Tirnepruiasi€lo, BUPA3KOBUM KOJIITOM, XBOPOOOIO
KpoHa, 37105KiCHOIO aHEMi€l0 Ta aJeHOKapIMHOMOIO
LIJTYHKA Ta KuIleyHuka [3, 11].

Heniakiss € OinAblI TOIIMPEHUM 3aXBOPIOBAHHSIM
y niteit i3 SIgAD (uacrorta gediuuty IgA y xBopux Ha
LIeJTiaKifo CTAHOBUTH Aech Bix 2 10 3 %). CexpeTopHuit
IgA Moxxe 3B’s13yBaTHCS 3 JAeSIKUMU OikaMu (Harmpu-
KJ1aJ, TpaHCIJyTaMiHA3010, MIiaAMHOM i MPOJaMiHOM)
Yy IUIYHKOBO-KUIIKOBOMY TPaKTi, a WOro BiACYTHICTb
MOXe TIpU3BOAUTU [0 AUCHYHKIUII po3MiZHaBaHHS
nuX aHTUTeHiB. KpiM Toro, 3B’SI30K MiX IelTiaKki€ro Ta
SIgAD moke MaTu TeHeTUIHY OCHOBY, 30Kpema JesiKi
crinpHi HLA-rammorumnu, taki sk HLA-A1, HLA-Cw7,
HLA-BS, HLA-DR3 ta HLA-DQ?2. TicTomaromoris
mermiakii mpu SIgAD Bimpi3HseTbes BinCyTHicTIO IgA-
CEeKPETYIOUHNX TIa3MaTUIHUX KIIITUH y 3pa3Kax Oiomra-
TiB KuieyHuka [ 11, 12]. OcKiabKu 1ietiakis HaifuacTilie

BUSIBJIIETHCS 3a HasIBHICTIO IgA-aHTUTIN 10 BUILIe3raga-
HUX OLJIKiB (HanpUKJIaa, TpaHCIIyTaMiHa3U, TliaJuHy Ta
MpoJiaMiHy), y AiTelt i3 migo3poro Ha SIgAD npomnoHy-
eTbcs imeHTudikysatu IgG nmpotu geamigoBaHUX TeM-
tuaiB rianuHy (deamidated gliadin peptide antibody)
yepe3 BUCOKY CeUM@iuHiCTh A1l HaAiliHOI JiarHOCTU -
KM Hemiakii B mauieHTiB i3 SIgAD (piBeHb 10Ka30BOCTI
A) [11]. OTxe, pe3yabTaTy TECTiB Ha OCHOBI IgA nipu 11e-
Jliakii MOXYTb OyTU XUOHOHETAaTUBHUMU, & PE3YJIbTATH
TecTiB Ha ocHOBI IgG citij BBaXKaTy IIIHHUMU Ta KJTiHi4-
HO 3HAYUMUMU.

MoxxuBa TpuBana repcucuteHilis Giardia lamblia y
miteit 3 SIgAD 3a paxyHOK HEZOCKOHAJIOCTI CIM30BOTO
6ap’epy [3, 11]. Giardia lamblia MOXyTb TTpUETHYBATHACS
Io emiterito i mposidgpepyBatu. Llucty nsiMO1il yTBOpIo-
10Th TPO(030iTH, 110 KOJIOHI3YIOTh TOHKUI KUIIIEUHUK i
BUKJIMKAIOTh 3IyTTS >KMBOTA, CIIa3MU Ta BOJASHUCTY Jia-
peto. JliarHO3 TPYHTYEThCSI Ha BU3HAYEHi LIMCT abo Tpo-
¢030iTiB A5IMOJIIT B KaJli a00 acmipari 3 ABaHAALISITUIIATIOL
KUIIKU.

37105IKiCHi HOBOYTBOpeHHS 1pu SIgAD BUSBIISIOTHCS
pinko. ¥ 3BiTi 2010 poKy onucyoThes 63 i3painbehKi Tu-
tiHM i3 SIgAD, ki cnoctepiranucs npotsroM 10 pokis,
cepell HUX 3JI0SKICHI 3aXBOPIOBAHHS [TIaTHOCTOBAHO B
TpbOX 0Cib (4,8 %) [13].

AaboparopHi metoam aiarHoctuku SIQAD
y Aiten (3)

1. BuzHaueHHs1 piBHS IgA B cupoBarili KpoBi peKo-
MEHIOBAHO ITPOBOIUTH BCIM AiTsIM i3 TTiTo3poto Ha SIgAD
(TarieHTH i3 XpOHIYHMMU 3aXBOPIOBAHHSIMU ITa3yXx HOCa
Ta/abo JieTeHb, AIEPTIYHUMU XBOPOOAMU, PEIIMIUBHUM
JIIMOJTIO30M, iiONAaTUYHOIO TPOMOOLIUTOIIEHIYHOIO ITyp-
myporo, xBopoborw I'peiiBca, aBTOIMyHHOIO T€MOJIITUY-
HOIO aHEMI€I0, IIyKPOBUM J1iabeToM 1-ro TUITy, peBMaTo-
1{IHUM apTPUTOM, TUPEOIAUTOM, CUCTEMHUM UYEPBOHUM
BOBYAKOM Ta 11eJliaKi€lo) (piBeHb 10Ka30BOCTi A).

2. Hitam i3 SIgAD pekoMeHIOBaHO OIiHIOBATU pi-
BeHb cyokiaciB IgG2 ta IgG3 y cupoBariii KpoBi (piBeHb
JIOKA30BOCTi A).

3.V piteii 3 aHa(iTaKTUIHUMU peakLisiMU Ha Mpemna-
paty KpoBi B aHaMHE3i, aBTOIMYHHUMU 3aXBOPHOBAHHSI -
MU (imionmaTWyHa TPOMOOLIMTOIEHIUHA MypIypa, XBOPO-
6a I'peiiBca, aBTOIMYHHA reMOJIITUMHA aHEMisI, LlYKPOBUIA
niadbetr 1-ro Tumy, peBMAaTOITHWI apTpUT, TUPEOIIWUT,
CHUCTEMHUIA YepBOHUIA BOBUYAK Ta 11eJTiaKis) aHAJi3yIOThCS
aHTuTina 1o IgA (piBeHb 10Ka30BOCTI A).

4. TamieHTaMm i3 piBHeM IgA < 7 mMr/mn 6axkaHoO 10-
cmimKyBaTu myTallii JokyciB [FTHI Ha 2-it XpOMOCOMi,
HLA-DQAI (6-ta xpomocoma), PVTI (8-ma XpomMoco-
Ma), ATG13-AMBRAI (11-ta xpomocoma), AHII (6-Ta
xpomocoma) Ta CLEC16A (16-ta XxpoMocoMa) [UIsl yTOU-
HEHHSI 1iarHo3y (piBeHb T0Ka30BOCTi B).

BeaeHHs nauieHrTis i3 SIAD

[Marorenetnunoi Teparmii SIgAD He icHye. Y nmesikux
oci0 piBeHb IgA 6e3 JTiKyBaHHSI TTOCTYITOBO CTA€E HOPMAJTb-
HUM. HacTo B iJIiTKOBOMY Billi MOXe OyTH 1iarHOCTOBA-
HUIT 3araJibHUiT Bapia®eapbHU iMmyHOmedinuT (common
variable immunodeficiency) [12].
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MomnitopuHr nauieHTiB i3 SIgAD 3ailiCHIOETbCS Pi3-
HUMHU METOJIaMU, BPaXOBYETHCSI OCBITa, JiKyBaHHS ajiep-
riyHMX 200 aBTOIMYHHMX 3aXBOPIOBaHb, BUKOPUCTAHHS
TpUBaAJIUX KypciB a00 HaBiTh MpoQiJaKTUYHE BUKOPHC-
TaHHS AHTUOIOTMKIB, 3aCTOCYBaHHSI MOJIiBAJIEHTHUX
MMTHEBMOKOKOBUX BaKILIMH Ta BHYTPilLIHLOBEHHOI a00 ITijI-
LIKiPHOT 3aMiCHOI Tepartii iMyHOJIO0YJIiHAMMU.

IToiHdopMOBaHiCTh MalliEHTa Ta OCBiTa MAalOTh TMEp-
LLIOpsIIHE 3HAYEHHST, 0COOJIMBO JIsI 3aM00iraHHsI MOTEeH-
LiiHiA aHaUIAaKTUYHIN peakilil Ha MepeMBaHHS KPOBi
Ta/abo ii mponmykty. [llomo mboro mamientam 3 SIgAD
CJIiT peKOMEHIyBaTH HOCUTU MEIUYHMI OpacyeT (piBeHb
noka3oBocTi B) [3]. PekomeHayeThes, 11100 yci MalieHTH,
HAaBITh i3 0E3CUMIITOMHUM (DEHOTUIIOM, KOHTPOIIOBAJIN
piBeHb IgA B cupoBaTIli KPOBi KOXKHI 4—6 Mics11iB (piBeHb
JI0Ka30BOCTi B).

V npiteii i3 peakiisiMu Ha iHQy3il0 mpernapaTiB KpoBi
PEKOMEHIOBAHO MPOBOIUTHA CKPUHIHTOBUIA TECT HA aH-
tuTina 1o IgA (piBeHb 10Ka30BOCTI A) IJ1s 3aro0iraHHs
PEeLMAMBYIOUMM peaklisM 3aJeXXHO Bil HeoOXiIHOro
MNPOAYKTY KpoBi. JIJIs LIMX MAaLi€EHTIB MpernapaTyu KpoBi
TMOBUHHI TOTYBaTUCS iHOMBIAYaJIbHO a0 il oOupaTu
BIIMUTI €PUTPOLIUTU JUIS JIIKyBaHHS aHeMii. Yci mpo-
JYKTU KPOBIi CJTil BXUBATH 3 O0EPEKHICTIO, a IEPCOHAT
TMOBUHEH OYTU TOTOBUM JIO JIIKyBaHHS MOTEHLIHOI aHa-
(inakTaHOI peaxilii (piBeHb JOKA30BOCTi A).

NiKyBQHHSI QA€PriYHNX TQ ABTOIMYHHUX
30XBOPIOBOHb

JlikyBaHHS1 ajieprii Ta aBTOIMYHHUX 3aXBOPIOBaHb,
now’s;3anux i3 SIgAD, BinOyBaeThcsl 3a 3arajlbHUMU
MpUHIUANAMU (PiBeHb T0Ka30BOCTi A). ['0JIOBHUM nUTaH-
HSIM Y MEHEIKMEHTI aBTOIMYHHUX PO3JIaJIiB, TIOB’ SI3aHUX
i3 SIgAD, € paHHS giarHOCTHKA 3aXBOPIOBAHHS Ta BU3HA-
YEHHS aHTUTI 10 IgA.

TpoginaKTUYHAQ QHTUOAKTEPIAALHA Teparlis

V nmauieHTiB i3 XpOHIYHUMMU 3aXBOPIOBAHHSIMU Ma3yX
Hoca abo JiereHb CJIifl ToyaTu Npo@iTakKTUUYHy crieuudiv-
Hy aHTMOaKTepiaJbHy Teparlilo, 0COOJMBO B 3MUMOBI Mi-
caui (piBeHb 10Ka30BocTi A). Ha xxajb, He 3aBXau MOXK-
JIUBO ineHTU(hIKYBaTH BilMOBIAHI MiKPOOPraHi3Mu Ta iX
YyTJIMBICTh 1O aHTUOIOTUKIB; OTXE, MOXE 3HATOOUTUCS
BUKOPHCTaHHSI aHTUOIOTUKIB IIMPOKOTO CIEKTPa i 460
cynbdanimaminis [3].

Jn maii€eHTiB i3 XPOHIYHUMM 3aXBOPIOBAHHIMU
rma3yx Hoca a0o JIeTeHb IIPOITIOHYEThCSI BUKOPHUCTOBYBA-
TU JOAATKOBY iMYHi3allil0 MHEBMOKOKOBOI BaKIIMHOIO
(piBeHb mokazoBocTi A) [3]. IlaiieHTIB 31 3HMXKEHOIO
3ATHICTIO IO TIPOAYKLii aHTUIIOJNicaXapUIHUX aHTU-
TiI clifg iMyHi3yBaTuM KOH’loraTaMu 3 moJjicaxapuja-
MU-OiJIKaMu, TakKuMU sIK Haemophilus influenzae tuny
b (Hib) 3 nudrepiiitHUM-TIpaBLUEBUM aHATOKCUHOM.
Kon’roroBanuii mpoTeiH J03BOJISIE MPOAYKYBAaTU aH-
tuTiza npotu Hib, xoua 3a3Buyaii moTpiOHiI ABI abo
TpU J03U. Bys0o MpoaeMOHCTPOBAHO, IO MPU3HAYECH-
HsI TTHEBMOKOKOBO1 BaKIIMHM B MalLi€HTIB i3 aediuu-
toM IgG2 Ta IgG3 nmpu3Beso 10 BUPOOITKM aHTUTIT 10
KOH’IOTOBaHOI ITHEBMOKOKOBOI BaKIIMHU 3 TTOAJIBIITUM
3HIDKCHHSIM YacTOTH iH(eKIiit [14].

BHyTpPILIHbOBEHHO Q60 MiALIKIPHA 3aMICHA
Teparnist iMyHOrAO6yAiHamMu

[MTamienTam, sIKUM TpoBedeHA MHEBMOKOKOBA BaK-
LIMHALlig Ta podiJaKTUYHA aHTUOAKTEpiaJbHa Tepartis,
sIKi MalOTh XPOHIYHI 3aXBOPIOBaHHS Ta3yx Hoca Ta/abo
JIETeHb Ta MOXYTh MOTPEOYBATH BBEICHHST BHYTPIIITHBO-
BEHHOT'O iMYHOIJIOOYJiHY, B 3UMOBI MICS1li PEKOMEHI0-
BaHa BHYTPIlLLIHbOBEHHA 200 MiJIIKipHA 3aMiCHA Tepartis
IMyHODJIOOYJTiHAMU. Y OUIBLIOCTI MPAKTUYHUX PEKOMEH-
Jartiii mouarkosa no3a IgG cranoButh 400—600 Mmr/KT/
MiCSITIb TSI TOCSITHEHHST piBHST cCpoBaTKoBoro piBH IgG
600—800 Mr/ma [15]. 3amicHy Tepariio iMyHOIIOOYTiHOM
MOXHa 3aCTOCOBYBaTH y OOJIIOCHUX 103X BHYTPIIIHBO-
BEHHO KOXHi 21—28 gHiB, a00 Ta 3K cama J03a MoxKe OyTH
posnineHa Ha woaeHHi. IoTukHeBi ab0 IIOTHIKHEBI
03U JUISl MiOLIKipHOTO BBEIEHHI pPO3paxOBYIOTHCS 3a
KoHBepcieto 1 : 1. 3arajoM 3amiHa iMyHOIJIOOYIiHY TTO-
BUHHA MPOBOAUTHUCH OOEPEXKHO MPENapaToM i3 BMiCTOM
IgA < 10 mMr/m, 1110 3a6e3neuye 6e3neyHicTh Teparrtii [15].

MporHos SIgAD

IIporro3 SIgAD B OCHOBHOMY 3aJICXKHUTh Bill (DeHO-
trny. 3aiKCOBaHO PiIKiCHI BUTIAJKM CITTOHTAHHOTO Oy~
JKaHHS, 0COOJIMBO B MOJIOOMX MalieHTiB. Pigko cenek-
TUBHMI 1einuT IgA MoXe rporpecyBaTu 10 3arajJbHOTO
BapiabeabHOro iMyHoaegiuuty [17].

Otxe, SIgAD € HalyacTiliMM TIEPpBUHHUM iMyHO-
JediuToOM i3 TTOKM 1110 HEeJoBeIeHOoIo eTiojorieto. Lu-
TOr€HEeTWYHI Ne(eKTU JeXaTb B OCHOBI JaHOIO 3aXBO-
PIOBaHHS, a CBITOBUIA TOCBiA JiarHOCTUKY Ta JiKyBaHHS
ceJieKTUBHOro IgA nmediuuTty Moxe OyTM OCHOBOIO ISt
BIIPOBAKEHHS TaKOTO B aMOYJIATOPHIl i CTalliOHapHii
MeAiaTpUYHINA MPAKTULIl YKpaiHU.

Konduikr inTepeciB. ABTOpU 3aBIJISIIOTh MPO BiICYT-
HICTh KOH(JIIKTY iHTepECiB MPHU ITiATOTOBLII JAHOI CTATTi.
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YTO HEOGXOAMMO 3HATb NEAUATPY O CEAEKTUBHOM Aeduumte IgA (update 2017)

Pe3iome. B crarbe npoBeneH aHain3 COBPEMEHHOTO COCTOSI-
HUSI CeJIeKTUBHOTO neduimTa IgA ¢ Touku 3peHusT BemyImx
CTIEIIMAJIMCTOB MHUPOBOTO YPOBHSI Ha OCHOBE PE3yJIbTaTOB
SMUIEMUOIOTUYECKOTO, TeHEeTUYECKOTro, MOJIEKYJISIPHOTO
aHajiM3a WCCIICIOBAaHUN C BBICOKMM YPOBHEM JTOKa3aTellb-
Hoctu. CenektuBHBIN nedurut IgA sBiseTcs Hambolee
pacrpoCTpaHeHHBIM MEPBUYHBIM UMMYHOIEHUIINTOM U Xa-
pakTepu3yeTcsl U30JIMPOBAHHBIM 1e(PULIUTOM C OOBIYHO HOP-
MaJIbHbIM ypoBHeM IgM u IgG y mauueHToB crapiie 4 Jer.
[penmonaraercst, 4To 0OIIasi YaCTOTa CEJIEKTUBHOTO jaedu-
muTa IgA coctasnser ot 1 : 500 mo 1 : 2000, omHako yacToTa
MOXeET OBbITh 00Jiee BLICOKOM, ITOCKOJIbKY Y OOJIBILIMHCTBA JIULL
SIgAD npotekaet 6eCCUMOTOMHO, a MPOrpaMMbl CKPUHUWHTA
nedurmra IgA nHer. Heduruty IgA crocobcTBYeT cioxHast
ceTb reHeTHyeckux 3ddexron ysokycoB IFIH1 Ha 2-i1 xpo-
mocome 1 HLA-DQAT1 Ha 6-it xpoMocoMme, ¢ IgA meduumrom
cBsa3anbl PVTI1 (8-a xpomocoma), ATG13-AMBRAI (11-a
xpomocoma), AHI1 (6-s xpomocoma) u CLEC16A (16-s1 xpo-
MOCOMa), BKJIIOYAsl TeHbl, KOTOPbIE, KaK M3BECTHO, BIMSIOT
Ha ¢u3rosoruio npousBoacTsa IgA. boablIMHCTBO Atoaeil ¢

O.L. Logvinova', M.O. Gonchar!, O.P. Pomazunovska®?
'Kharkiv National Medical University, Kharkiv, Ukraine
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SIgAD — GeccuMNTOMHBIE HOCUTEIH, IS HEKOTOPBIX 00JIb-
HBIX XapaKTepHBI JIETOYHbIC MH(MEKINH, aJUIepIUd, ayTOUM-
MyHHbIE 3a00JIeBaHUsI, 3a00JIeBaHNUS KETYT0YHO-KUIIIEYHOTO
TpaKTa U 3JI0KaYeCTBEHHbIE HOBOOOPa30BaHUsI. MOHUTOPUHT
naiueHToB ¢ SIgAD ocyiliecTBisieTcs pa3iMuHbIMU METO/A-
MM, YUUTHIBAETCSI 00pa3oBaHue, JeUeHUE aJUIEPIUUeCKUX WU
ABTOMMMYHHBIX 3a00JIeBaHUI, MCIOJb30BAHUE UTMTEIbHBIX
KYPCOB WJIU J1axke TPOodUIaKTHIeCKOe UCTIOIb30BaHNe aHTH-
OMOTUKOB, TPUMEHEHNE TOJMBAJCHTHBIX TTHEBMOKOKKOBBIX
BaKIIMH ¥ BHYTPMBEHHOI WJIM MOJKOXHOM 3aMeCTUTETbHOMI
Tepanuu uMMyHoriaooyauHamu. [Tpornos SIgAD B ocHOBHOM
3aBUCUT OT (heHoTUNa. 3aUKCUPOBAHBI PEIKUE CTyYau CIIOH-
TAHHOTO BBI3JOPOBJICHUSI, OCOOEHHO y MOJIOABIX MAIIUEHTOB.
Penko cenexktuBHBIN aedunut IgA MoxXeT mporpeccupoBaTh
110 0ob11ero BapuadesibHOro uMmyHonepuuuta. Cuuraem 1e-
JIecOOOPa3HBIM UCIIOJIb30BaTh MUPOBOI OITBIT TUATHOCTUKY 1
JIEUeHUSI CeJIEKTUBHOTO NecuinTa IgA, ToI0XUB €ro B OCHO-
BY MOHUTOPHMHTA MMAIlMEHTOB B YKpauHe.

KioueBble clioBa: cenekTUBHBIN neuuT IgA; tnarnocTr-
Ka; mpo(uIakKTUKa OCIOXKHEHUI

What should pediatrician know about selective IgA deficiency (update 2017)

Abstract. The article presents analysis of the current state of
selective immunoglobulin A deficiency (SIgAD) from the point
of view of the world’s leading experts, based on the results of
epidemiological, genetic, molecular studies with high level of
evidence. Selective IgA deficiency is the most common primary
immunodeficiency and is characterized by an isolated deficien-
cy of IgA, with usually normal levels of IgM and IgG in patients
older than 4 years. Some IgG subclasses may be reduced in some
patients with IgA deficiency. It is assumed that the overall inci-
dence of selective IgA deficiency is 1 : 500—1 : 2000, but may be
higher as most SIgADs have asymptomatic course, and there is
no IgA deficiency screening program. IgA deficiency is facili-
tated by a complex network of genetic effects, namely IFIH1
loci on chromosome 2 and HLA-DQAI1 on chromosome 6,
with IgA-deficient-linked PVT1 (8 chromosomes), ATG13-
AMBRAI1 (11 chromosomes), AHIl (6 chromosomes), and
CLECI16A (16 chromosomes), including genes that are known

to affect the physiology of IgA production. Most people with
SIgAD are asymptomatic carriers, for some patients, pulmonary
infections, allergies, autoimmune diseases, gastrointestinal dis-
eases and malignant neoplasms are characteristic. Monitoring
of patients with SIgAD consists of various methods, including
education, the treatment of allergic or autoimmune diseases, the
use of long courses or even the prophylactic use of antibiotics,
the use of polyvalent pneumococcal vaccines and intravenous
or subcutaneous substitution therapy with immunoglobulins.
SIgAD prognosis mainly depends on the phenotype. There have
been rare cases of spontaneous recovery, especially in young pa-
tients. Rarely, selective IgA deficiency may progress to the over-
all variable immunodeficiency. We consider it expedient to use
the world experience in the diagnosis and treatment of selective
IgA deficiency as the basis for patients’ monitoring in Ukraine.
Keywords: selective IgA deficiency; diagnosis; prevention of
complications

826

3A0P0B 1 AUTUHM, p-ISSN 2224-0551, e-ISSN 2307-1168

Tom 12, N2 7, 2017


https://www.ncbi.nlm.nih.gov/pubmed/27396372
https://www.ncbi.nlm.nih.gov/pubmed/27396372
https://www.ncbi.nlm.nih.gov/pubmed/27396372
https://www.ncbi.nlm.nih.gov/pubmed/26795881
https://www.ncbi.nlm.nih.gov/pubmed/26795881
https://www.ncbi.nlm.nih.gov/pubmed/26795881
https://www.ncbi.nlm.nih.gov/pubmed/26795881
https://www.ncbi.nlm.nih.gov/pubmed/27862144
https://www.ncbi.nlm.nih.gov/pubmed/27862144
https://www.ncbi.nlm.nih.gov/pubmed/27862144
https://www.ncbi.nlm.nih.gov/pubmed/28000208
https://www.ncbi.nlm.nih.gov/pubmed/28000208
https://www.ncbi.nlm.nih.gov/pubmed/28000208
https://www.ncbi.nlm.nih.gov/pubmed/28000208
https://www.ncbi.nlm.nih.gov/pubmed/?term=10.1007%2Fs10875-010-9438-x
https://www.ncbi.nlm.nih.gov/pubmed/?term=10.1007%2Fs10875-010-9438-x
https://www.ncbi.nlm.nih.gov/pubmed/?term=10.1007%2Fs10875-010-9438-x
https://www.ncbi.nlm.nih.gov/pubmed/26371839
https://www.ncbi.nlm.nih.gov/pubmed/26371839
https://www.ncbi.nlm.nih.gov/pubmed/26371839
https://www.ncbi.nlm.nih.gov/pubmed/26371839
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4165867/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4165867/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4165867/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4165867/
https://www.ncbi.nlm.nih.gov/pubmed/23456255
https://www.ncbi.nlm.nih.gov/pubmed/23456255
https://www.ncbi.nlm.nih.gov/pubmed/23456255
https://www.ncbi.nlm.nih.gov/pubmed/25011360
https://www.ncbi.nlm.nih.gov/pubmed/25011360
https://www.ncbi.nlm.nih.gov/pubmed/25011360
https://www.ncbi.nlm.nih.gov/pubmed/25011360

