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[MepBuHHI imyHogediumtn (MIO) — BpomKeHi LedekTu iIMyHHOI CUCTEMU, L0 MOXYTb MPOABAATUCA SK MiABULLEHOK CXUBLHICTIO O iH(EKLIN,
TaK i ayTOIMYHHUMU 3aXBOPIOBAHHSAMM.

MeTa: npoaHaniayBatv CNeKTp i 4aCTOTy ayTOIMyHHUX NPOSABIB y rPyni NaLieHTiB i3 HalbinbLW nownpeHumn MIL — Aediumtamu aHTUTINOYTBOPEHHS.
Marepianu i meTogu. [IpOBEAEHO OLHKY KITiHIKO-aHAMHECTUYHUX AaHnX Y 120 nauieHTiB i3 nepBUHHUMI LedilnTaMi aHTUTINIOYTBOPEHHS.

PesynbTatu. AyTOIMYHHI NposiBK BigMideHo Y 33 (27,5%) i3 120 xBopux, 3 Pi3HOK 4acTOTOK Y BCiX rpynax AediunTiB aHTUTINOYTBOPEHHA — Bif 6,25%
y nauieHTis 3 geiuntom cybknacis 1gG go 75% npu rinep-IgM cungpomi. CrekTp ayToiMyHHOI NaTtonorii BKIKOYAB XPOHIYHWA 0NiroapTpuT, Leniakito, yBeiT,
peBMatn3M, ayToiMyHHY HEUTPONEHit0, ayTOiMyHHY reMOMITUYHY aHeMito, ayTOiMYHHWIA TUPEOIAUT, By3nyBaty eputemy, (hi6PO3HWIA anbBeONiT, anoneLito,
rMoMepynoHedput. ApTpUTI SK NPOSB ayTOIMYHHOI NaTonorii cnocTepiranucs nuwe y AiTeid i3 BOXKMMW rinorammarnobyniHemiamu. 3amicHa Tepanis
npenaparami iMyHOrMOBYNIHIB Y LMX XBOPUX Mana 3HAYHWIA MO3UTUBHWIA BMAMB Ha nepe6ir ayTOIMYHHWX 3aXBOPIOBaHb. Y MALiEHTIB i3 CENeKTUBHAM
pediuntom IgA HanvacTiwe 3ycTpivanacs Leniakia (y 15% nauieHTiB), ska BUCTYNana y HUX Ha NepLunii nnaH cepeg iHWuX KIiHiYHUX NposBiB.

BucHoBKW. AyTOiMyHHA NaTonoris 4acTo YCKNaAHOE nepebir nepBMHHNX AeiumnTiB aHTUTINOYTBOPEHHS, BKIOYAE LUMPOKUIA CMEKTP 3aXBOPIOBaHb i HABITh
MOXe 6yTI NepLLoto MaHichecTalieto iMyHozediunTy. PanHsa giarHocTtuka M1 1a ayToiMyHHUX 3aXBOPIOBAHb Y TaKUX XBOPUX BaXIUBA /15 N04ATKY afleKBaTHOI
Tepanii i 3ano6iraHHs iXHiM HE3BOPOTHUM HaciaKam.

Knio4oBi cnoBa: fiti1, NepeuHHi iMyHoAeiLUTL, ayTOIMYHHI 3aXBOPIOBAHHS.
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Introduction. Primary immunodeficiencies (PID) are congenital defects of immune system that may manifest as an increased predisposition to infections and
autoimmune diseases.

Objective: to analyse the spectrum and incidence of autoimmune manifestations in the group of patients with the most common PID — antibodies deficiency.
Methods: evaluation of clinical and anamnestic data in 120 patients with primary antibody deficiency.

Results. Autoimmune manifestations were found in 33 out of 120 patients (27.5%), with different rate in all groups of primary antibody deficiencies — from 6.25%
in patients with IgG subclasses deficiency to 75% with hyper-IgM syndrome. The spectrum of autoimmune pathology included chronic oligoarthritis, celiac dis-
ease, uveitis, rheumatic fever, autoimmune neutropaenia, autoimmune haemolytic anaemia, autoimmune thyroiditis, erythema nodosum, fibrous alveolitis, alope-
cia, and glomerulonephritis. Chronic juvenile arthritis as a manifestation of autoimmune pathology was observed only in patients with severe hypogammaglobuli-
naemia. Substitution therapy with immunoglobulin preparations in these patients had a significant positive effect on the course of autoimmune diseases. In patients
with selective IgA deficiency, celiac disease was most common (in 15% of patients), which was at the forefront among other clinical manifestations.
Conclusions. Autoimmune pathology often complicates the course of primary antibody deficiencies, including a wide range of autoimmune diseases, includes
a wide range of diseases, and may also be the first manifestation of immunodeficiency. Early diagnosis of primary immunodeficiency and autoimmune
diseases in such patients is important for the initiation of adequate therapy and prevention of irreversible effects.

Key words: children, primary immunodeficiency, autoimmune diseases.

AyTOonMMyHHblIe 3a0oneBaHuns y geTeil ¢ nepBuYHbiMu aepunumutamm
aHTUTEeNnooOpa3oBaHuns

AB. borpapenko', All. Bonoxa', J11. Yeprbiwosa', J1.B. KocTroyeHko?

"HaumoHanbHas MeauUMHCKAs akagemns nocneguniaoMmHoro o6pasosanus umenn MN.J1. Wynuka, r. Knes, YkpanHa
23anafiHoOYKPaMHCKMIA Cneumanu3npoBaHHblii JETCKUA MeAULIMHCKNIA LEHTP, T. JIbBOB, YKkpauHa

MepBuyHble uMmyHogedmumntel (ML) — BpoXAEHHbIE Ae(eKTbl UMMYHHO CUCTEMbI, KOTOPbIE MOFYT MPOSBAATLCA KAaK MOBLILIEHHON CKAOHHOCTbIO
K MHGDEKUMAM, TaK 1 K ayTOUMMYHHbIMI 3a60/1€BaHNAMMU.

Lenb: aHanu3 cnekTpa M 4acToTbl ayTOMMMYHHbIX MPOSBAEHUA B Tpynne NauneHToB C Hambonee pacnpocTpaHeHHsiMn ML — pedpuumntamn
aHTNTEN006pa3oBaHns.

Matepuanb! u meTofbl. [IpoBeAEHA OLIEHKA KITMHNKO-aHAMHECTUYECKUX AaHHBIX Y 120 NaUMEHTOB C NepBUYHbIMU fePUUMTAMN QHTUTEN006PA30BAHMS.
Pe3ynbTatbl. AyTOUMMYHHbIE NPOABAEHUS OTMeYeHbl Y 33 (27,5%) n3 120 6onbHbIX BO BCEX rpynnax AeduunTOB aHTUTEN006pa3oBaHns — OT 6,25%
y NauneHToB ¢ Aecomumtom cybknaccos IgG Ao 75% npw runep-IgM cungpome. CnekTp NposBAEHI A QyTOMMMYHHOI NaTONOMN BKAKOYAN apTpuT, LIENNaKkunio,
YBEUT, PEBMATU3M, aQyTONMMYHHYIO HEATPOMEHNIO, QyTONMMYHHYIO FeMONUTUYECKYH0 aHEMMIO, ayTOMMMYHHBIA TUPEOUANT, Y3N0BaTY0 apuTeMy, (OBPO3HbIi
ANbBEONNT, anoneLuio, rmoMepynoHedpuT. ApTpUTbI Kak NPOsBNEHUEe ayTOMMMYHHOI NaTonorni Habnoaannuch Npu TSHXKENbIX rMNoraMmarnobynmHeMnsx.
3amecTuTenbHas Tepanus npenapatamu UMMYHOTIOOYMHOB Y 3TUX 60NbHBIX 0Ka3biBana NONOXMUTENbHbIA 3DPEKT KaK Ha MHAIEKLNOHHbIA CUHAPOM, TaK
11 HA TEYEHWNE ayTOUMMYHHbIX 3a60MeBaHUiA. Y NALUMEHTOB C CENeKTUBHbIM AepuumTOM IgA cambiM YacTbiM ayTOMMMYHHBIM HapyLUeHWeM 6bina Lenmakus
(y 15% naumeHTOB), NPW 3TOM ayTOMMMYHHAsi NaTONONMs BbICTyYNana Ha NepBblil NNaH CPean KIMHUYECKUX NPOSBEHNIA.

BbiBoAbl. AyTONMMYHHAS NATONOTNA 4aCTO OCMOXKHAET Te4eHUe NepBNYHbIX Ae(ULMTOB aHTUTENO06PA30BAHNS, BKIOYAET LUMPOKMIA CNEKTP ayTOUMMMYHHbIX
3a60/€BaHNI1, MOXET ObITb €ro NnepBoil MaHudecTaumen. PaHHAA AMarHoCTUKa UMMYyHoLedmunTa U ayTOMMMYHHbIX 3a6onesannit npu MAL BaxHa ans
HayYana afieKBaTHoON Tepanum 1 Npea0TBPALLEHIUS UX HEOBPATUMbIX NOCNEACTBIA.

KnroueBbie cnoBa: 1eTu, NepBuUYHbIE UMMYHOAE(ULNTBI, QyTOUMMYHHbIE 3a60N1eBaHNS.
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Bceryn

HepBI/IHHi imynonedinmutu (111/1) Burmnka-
I0Th y Pe3yJibTaTi BPOJKEHUX aHOMAJIN
IMYHHOI CHUCTEeMH, SIKi TPU3BOJISATH /10 TOPYIIEHHS
dyHKI  iIMyHHOro 3axucTy. 31e0iJab1oro
1le TeHEeTUYHO JeTepPMiHOBaHI 3aXBOPIOBaHHA,
Tomy 0,113bK0 80% 3 HUX MaHi(EeCTyIOTh y AUTSI-
yoMy Bimi. Y miteparypi ommcano monazm 300
HO30JI0TTYHUX (HOPM, 3yMOBJIEHUX PI3HUMU MOJIE-
KyJigpHO-reHeTHuHUMU Jedexramu. Ha cporonni
III/] 3arambHOBU3HAHI SIK PiJIKICHI 3aXBOPIOBaH-
Hs, BOJHOYAC OiJIBIICTD IOCIIIHUKIB y ramysi
KJIiHi4HOI iMyHOJIOril BBasKaloOTh, IO 6GaraTo
punazkis 11/ we Bugsagiorsca [4]. Cymapna
nomupenicts IT1/1, 3a oninkamu Immune Defici-
ency Foundation (IDF, CIITA), y yotupu pasu
MEPEBUIIYE YaCTOTY MYKOBICIIUI03Y [5], Haiicmi-
JIMBINI TiIPAXYHKUA 103BOJISIIOTH TPUITYCTUTH
HasgBHICTH /10 6 MJTH TIaIlieHTiB y cBiTi [16]. Brpa-
Ta (GYHKITIN IMyHHOTO 3aXUCTY CIPUINHSIE TTi/IBU-
IMeHy CHpUUHATAUBICTH A0 iHdekmiin. [Ipote
y nariientis 3 11/ yacTo BUHUKAIOTH iHIII TIPO-
SBU, 3yMOBJICHI TTOPYIIEHHAM PeryJisllii iIMyHHUX
peaxiiiii, 30kpeMa ayTOIMyHHi 3aXBOPIOBAHHSI.
Po3BuTOK ayTOIMyHHOI TIaTOJIOTII CITOCTEPITAETD-
cst ipu Garatvox [11/1. [lepBunni gedinmru anTu-
TIJIOyTBOPEHHSI € HabIAbIT  MOMHUPEHUMU
dopmamu  ITI[I, cranoBasite 50-60% Big ix
3araJibHOI KiJIbKOCTI 1 XapaKTepu3yIoThCsl He3/aT-
HICTIO TPOJAYKyBaTu aHTUTLIA. Peasizaiiss ypa-
SKEHHSI OPTaHiB IIPU ayTOIMYHHIl 1aTOJIOri1 3/1iii-
CHIOETBCS TEPEBAKHO 32 PAXyHOK ayTOAHTHUTIJ.
[Ipore gk cucremHi, Tak i opraHocnenudiuni
ayTOIMYHHI 3aXBOPIOBaHHS, TIOB's13aH1 3 feheKTa-
mMu B-kiituH, Oy omnucaHi y maiieHTiB 3 gedi-
nmutamMu  antutizoyrBopenssa [1,2,10]. Cepen

NaTOreHeTUYHUX MeXaHi3MiB BUIIJSIOThL BTpaTy
IeHTpaJibHOI Ta TMepudepruyHoi TOJEPAaHTHOCTI
T- i B-smimdonuTiB, ski BeiyTh /10 yTBOPEHHS
KJIOHIB ayTOPEAaKTUBHUX KJIITUH, Ha/IMipHE aHTH-
reHHe HaBaHTAKEHHS IPU PeluAMBHUX iH(eK-
migx tomo [2]. Tomy npiarHocTHKa i JiKyBaHHS
ayTOIMyHHUX 3aXBOPIOBaHb Yy Malli€HTIB 3 Iep-
BUHHUMH /lePiliuTaMy TPOIYKITii aHTUTIJ € BaXK-
JIMBUM TIUTAHHAM KJIIHIYHOI MEIUIMHA.

Memoro nanoro pocsipKeHHst 6y0 BUBYEHHS
CHEKTpa 1 4acTOTH ayTOIMyHHMX 3aXBOPIOBaHb
y TAIli€HTIB i3 TEPBUHHUMHA JlepiliuTaMu aHTUTI-
JIOyTBOPEHHSI.

Marepian i MeTOaH TOCIIKEeHHS

Y rpymy pocripkenHs 6y Briodeni 120 ma-
IIEHTIB i3 TEPBUHHUMU JedilluTaMu aHTUTIJIOY-
TBOpeHHs1 (CIagKoBa TimoramMmarao0y/iHeMis —
34, saranpuuil BapiabenbHuil iMmyHnogedinur —
22, cUHAPOM 3 TMiIBUIIEHUM piBHEM TPOIYKITii
IgM (rinep-IgM cunapom) — 8, nedinut cybria-
ciB IgG — 16, cenexrusnauii gedimut [gA — 40),
110 3HAXOAWJINCH IIiJ[ HAIIMM CHOCTEepEeKeHHSIM
3 1984 mo 2016 poku. BuBuennst ocobamBocTeit
Mmanicdecrartii Ta epe6iry I/ y aiteil mposeneHo
3a JIONIOMOTOI0 PETPOCHEKTUBHOTO aHAI3y KJIiHi-
KO-aHAMHECTUYHUX JIAaHUX Ta MPOCTEKTUBHOTO
KJiHigHOTO crioctepeskerns. [liarnos I11/] BcTamno-
BJIEHO BiINIOBIJIHO /10 MIXKHAPOJHUX KPUTEPiiB
excrieptiB BOO3 ta ESID [8]. Tenetnuna npupo-
na ITI[T 6ysa yrounena y 25% XBOpPUX.

HocmipxerHs BUKOHaHI BiMTOBIAHO 0 TMPUH-
nutiB ['exbcinebkoi dexmapartii. [Tpotokosr qoci-
JUKEHHS yxBasieHnH JIokajibHUM eTUIHUM KOMiTe-
toM (JIEK) Bcix 3asHayeHux y po6oTi yCTaHOB.
Ha nposeneHHst mociiikenb OyJ0 OTPUMAHO

Tabruys 1
AyTOiMYHHI NOPYLUEHHS Y NALEHTIB i3 NnepBUHHMMU AediunuTaMmn aHTUTINOYTBOPEHHS
HosonoriyHa popma pediumty aHTUTINOYTBOPEHHS
AyTOiIMYHHiI CnapxoBa rino- 3aranbHuii Tinep-IgM Dediunt | CenextusHuit Venoro
3axBOplOBaHHA rammarnoGyniHemis ) Bapiaﬁ_enbuuﬁ cuHgpoMm | cybknacis IgG | pediumt IgA (n=120)
(n=34) imyHoaediuuT (n=22) (n=8) (n=16) (n=40)
ApTput 8/34 (23,5%) 3/22 (13,6%) 1/8 (12,5%) — — 12/120 (10%)
Pesmatnam — — 1/8 (12,5%) — — 1/120 (0,08%)
YBeiT 2/34 (5,8%) 2 (25%) 1(6,25%) 5/120
Lleniakis — 1/22 (0,45%) — — 6 (15%) 7/120
AyToiMyHHa HeATponeHis 1/34 (0,3%) — 2 (25%) — — 3/120
lemoniTuyHa aHemis — 1/22 (0,45%) — — — 1/120 (0,08%)
Byanysara eputema 1/34 (0,3%) — — — — 1/120 (0,08%)
AyTOIMYHHWIA TMpeoianT — — — — 1(0,25%) | 1/120 (0,08%)
Anoneuis — — — 1(0,25%) | 1/120 (0,08%)
Qibpo3HWIA anbBEONIT — — — — 1(0,25%) | 1/120 (0,08%)
ImomepynoHedpuT 1(0,25%) | 1/120 (0,08%)
Yeboro 11/34 (35,2%) 5/22 (22,7%) 6/8 (75%) 1 (6,25%) 10/40 (25%) [33/120 (27,5%)
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noingopmoBany 3rogy Oarbkis giteil (abo ixHix
OIIIKYHIB).

g craTucTUYHOTO aHasli3y BUKOPHUCTaHI
METOJIM OIMCOBOI cTaTUCTUKHU. KinbKicHI ITOKas-
HUKU TIPe/ICTaBJeHl Y BUIJISAMI MeJlilaHu, MaKCH-
MaJIbHOTO 1 MiHIMaJIbHOIO 3HayeHb, AUXOTOMIYHI
Bapiabe/IbHi IIpeJCTaB/IeH] Y BULJIS/I 4aCTOTH, Bijl-
COTKa HAasIBHOCTI YM BiICYyTHOCTI SIBUIIA,/O3HAKH.

Pe3yabTaTn 7OCTIIKEHHS

AyTOiMyHHI 3aXBOPIOBaHHSI BUsBJEHI y 33
(27,5%) i3 120 xBopux 3 nepBuHHUMHE JediruTa-
MU aHTUTIJIOYyTBOPEHHSI 3 PI3HOI0 YaCTOTOIO, 3a-
JEXKHO Bip tumy imyHomedinuty, — Big 6,25%
y marieHTiB gedinuty cyOkaacis 1gG mo 75%
npu rinep-IgM cunapomi.

Sk BupHO 3 Tabu. 1 i giarpamu, y mari€HTiB
i3 sedinmuTaMu MPOAYKITi aHTUTIJ CIIOCTEPITaBCs
JIOCUTDb HMIMPOKUIA CIIEKTP ayTOIMYHHUX 3aXBOPIO-
BaHb. Hailuactimmmu mposiBaMu OyJIi ypasKeHHsT
cyriobiB y BUIJSIAI OJIIrOapTPUTIB, IesiaKis
Ta YBEIT, pijillle — PeBMaTU3M, ayTOIMyHHA HeW-
TPOIIEHis, ayTOIMyHHA TeMOJIITUYHA aHeMisl, ayTo-
IMYHHUI TUPEOIANT, XPOHIYHA BY3JyBaTa epure-
Ma, (hiOpO3HMIL AIbBEOJIIT, alOMELis, [IOMEPYI0-
HedpuT.

CrexTp ayToOiMyHHUX IIPOSIBIB CYTTEBO Bi/pi3-
HSBCS 3aJI€3KHO BiJl TUTLY JIe(ilIUTy aHTUTIJIOYTBO-
peHHd. Y TaIi€HTIB i3 CeleKTUBHUM JedinuTom
IgA cnocrepirasoch HaibOijbine pi3HOMaHITTS
BUSABJIEHUX ayTOIMYHHUX 3aXBOPIOBaHb, aje
3a 4aCTOTOIO MepeBaskaa memiakis (y 15% narien-
TiB). ¥ 7 i3 10 mamieHTiB i3 celeKTUBHUM fedim-
ToM IgA ayroiMmyHHa maToJiorist OyJa MpoBiHOI0
cepell 1HIIUX KJIHIYHUX CTaHiB, CYNPOBO/IXKYBa-
Jlach JIETKUM iH(EKITIMHUM CUHIPOMOM Y BUTJIST
HevacTux iH(EKIN BepXHIX ANXAJbHUX TIJISAXIB.
Y 2 i3 10 namieHTiB ayTOIMyHHI 3aXBOPIOBaHHS
ACOIIOBANCH 13 PEIUAMBHUMU OPOHXITaMMU,

Tupeoigut 3%

Anoneuia 3%
XpoHiuHa Dibpo3HNiA

By3nyBaTa eputema 3% anbaeonit 3%

—_—

lemonitnyHa
aHemis 3%
AyToiMyHHa

HeliponeHia 9% ApTpuT 3%

PeBmatuam 3% \

YBeiT 15%

Lleniakia 21%

Puc. CnexTp ayToiMyHHUX NOPYLLEHb Y NALIEHTIB i3 NEPBUHHUMU
imyHoAeiuMTaMmN aHTUTINOYTBOPEHHS
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Tabruys 2
Bik maHidecTauii apTputy
npu Baxkux ¢opmax rinorammarnooyniHemii

CnapkoBa 3aranbHuii .
. X R . | Tinep-lgM
Ho3onoriyHa rinoramma- | BapiaGenbHuii
R . CUHAPOM
dopma rmoGyninemia | imyHopediunT (n=6)
(n=11) (n=5)

Bik maHidbecTauii,

cepepHin 5,5 (2-12) 12 (10-14) | 7,5 (2-12)
(MaKc.-MiH.), poku

y OAHIET ANTUHM 3 IleJiakielo B aHaMHe3i OyB
bI/Kur.

ADPTPUTH K TTPOSIB Ay TOIMYHHOI MTATOJIOTI1 CTI0-
cTepirajucs e Py BaKKUX rimoraMmarjaooy-
JiHEMIsIX: CIaAKOBil TimoraMmario0y iHemi
(23,5% martieHTiB), 3araJbHOMY BapiabeTbHOMY
imynonedinuti (3BI) (13,6%), rinep-IgM cun-
apomi (12,5%). Bik mowarky aprputy BapiioBas
IpHU Pi3HUX HO30JI0TisX (Tabir. 2), paHHs MaHidbe-
cTallisl ypakeHHs cyr/o0iB BigMiueHa y narieHris
31 CIazkoBOIO rimorammaraobysrinemiero. TTi3Hi-
HIMI TI0YaTOK apTPUTY y MAIi€HTIB i3 3arajJbHUM
Bapiabe/IbHUM iMyHOeDIUTOM, iIMOBIPHO, 3yMO-
BJIEHUI MaHi(ecTallielo OCHOBHOTO 3aXBOPIOBAH-
Hs Ha IPYTill AeKaii sKUTTS.

YBeiT crocTepiraBcsi 1epeBakHO Y TAlliEHTIB
i3 BaxKKUMU Tirorammarao0y/iHemisMu (CIaaKo-
Ba TimorammarioOyJriHeMist, riep-IgM curIpom),
MPUYOMY TIPH CIHAAKOBIN TimoraMMmario6ystiHemii
y IBOX TIAIIEHTIB Y MOEHAHHI 3 XPOHIYHUM 0Be-
HUJIBHUM apTpuTOM. BogHOUYac posiBu yBeiTy Bijl-
3Havamch y 14-piyHol AIBYMHKK 3 MIHOPDHUM
nedinuToM TPOAYKINI aHTUTIN — AedinuToOM
cyoxrmacy IgG4.

Y 6GaraThboX XBOPHX i3 BaKKMMM TillOTaMMa-
ri00yJiHeMisIMM ayTOIMYHHA T1aToJIoTiss OyJia
BUABJIEHA Y TOEAHAHHI 3 iH(MEKIIHHUMI 3aXBO-
PIOBAaHHAMM B)Ke Ha MOMEHT BCTAHOBJIEHHS
miarao3y II1/I. Haituacrime y Takux miteil cro-
cTepiraanch 4YacTi penuaAnBHI iHEKIi pisHOi
JIoKaJli3allii, IepeBasKHO JAUXAJbHOI CHUCTEMU
(cuHO-TIyJIBMOHAPHI 1H(MEKIIIT), a TaKOXK IIKipH,
M'SKUX TKaHWH, IIJYHKOBO-KUIIIKOBOTO TPaKTY.
[Hoxi ayroimyHHI possaam ManidecTyBaIm Iie
710 TTIOYATKY iH(MeKIiTHOTO cCMHAPOMY iMyHOIedi-
IUTY: XPOHIYHUY IOBEHIJTbHUN apTPUT — Y XBO-
poro 2-x poKiB 3i CIAAKOBOIO TimoramMMario0y-
JIIHEMI€I0, ayTOIMyHHA TeMOJITUYHA aHeMisd —
y 12-piyHoi AUTHHM i3 3araJbHUM BapiabeIbHIM
iMyHOIeDIITUTOM Ta ayTOIMyHHA HEUTPOTEeHIT —
y JIBOPIYHOTO XJIOMYMKA 3 X-34YeIJIEHUM Tilep-
IgM cunapomom.

Cutijy BULIINTH BUTIQJIOK BUHMKHEHHS BY3J1yBa-
TO1 epUTEMU Yy TAIliEHTA 31 CIIAJKOBOIO TilToraMMa-
r00yJliHeMi€I0 Ha TJi TPUBAJIOrO IPOBEAEHHS
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3aMiCHOI Tepanii BHYTPIlTHbOBEHHUM iMYyHOTJIO-
OytiHOM.

I3 mouaTkoM 3amicHOI Tepariii Hpenapatamu
iMyHOTrJIOOYJIiHIB ~ crlocTepirasach IO3UTHBHA
JIMHaMiKa 11epebiry ayTOIMyHHHMX 3aXBOPIOBaHb
y BCiX MAI[i€HTIB 3 BaKKUMHU rinoraMMarsiooyiite-
migmu: y 10 i3 22 XBopuxX CUMOTOMH 3HUKJIN
B TIEPIII 1IiCTh MiCAIliB 3aMiCHOI Tepartii iMyHOTJI0-
Oysinamu, y inmux 11 XBOpHX Bifi3HAYATIOCH CYT-
TEBE 3MEHIIEeHHS ayTOIMyHHUX IIPOSIBIB Ha TJIi
3aMicHOI Teparrii iMyHOrI00yIiHAMK B KOMOiHAII1
3 IMYHOCYIIPECUBHUMM TIpernapatamu, JiKyBaHHI
SIKUMU 3r0/10M OyJ10 ipuninaene. OnuH maienT 3i
CIaIKOBOIO TiMOraMMario0yIiHeMieo moMep mpu
MPOTPECYBaHHI IOBEHIJIBHOTO apTPUTY 1 BaKKUX
iHEKIIMHNX YCKJIAHEHb Ha TJIi IMyHOCYTIPECUB-
HO1 Teparii [1]. ¥ yacTuHM XBOpUX CIIOCTEPITajin-
¢ TUMYACOBI TTOPYIIECHHS 3aMiCHOI Tepartii rpera-
pataMu iIMyHOTJIOOYJTiHIB Y BUTJISII TPUBAIUX
nepeps y JiKyBaHHI a00 3MEHIIEHHs 1031 IMyHO-
r00yJIiHy Yepes BificyTHICTD (iHaHcoBoro 3abe3-
nedeHHs. lle IpU3BOANIO 710 3arocTpeHHsl Yy HUX
ayTOIMYHHOI MaTOJIOrii Ha TJi MTporpecyBaHHI
iH(pexK1iiTHOTO CUHAPOMY.

Oo6roBopeHHs

Bucoka 4acrora ayTOIMyHHUX PO3JaliB
y namienTis 3 [11/] Bke HeoHOPA30BO MPOEMOH-
CTpOBaHa JIaHUMM JIOCJi/I)KeHb, HacamIlepes
y Koroprax mopocjaux mnarientis [7,8,10,12].
Opnak yacrora 1UX IPOSIBIB BU3HAuUasacs Iepe-
BAKHO /I JIBOX 3aXBOPIOBAaHb — ayTOIMYHHOI
reMOJITHYHOI aHeMil Ta iJionaTHdHOi TPOMOOIH-
ToneHiunoi nypmypu [2,3,7,10,12—14]. Y nario-
HambHOMY peectpi III/[ Crnosenii ayrtoimyHHY
HaTOJIOTIIO ONNCAHO Y 38% MAIli€HTIB i3 IepBUHHM-
MU flehilITaM aHTUTIZIOYTBOPEHHS, B iCTTAHCHKII
koropti — y 12,5-37,1% XBOpHX, 3aJIe)KHO Bijl
Hozostorii (y ceperabomy 22%) [3], y dpaniryss-
komy mociipkensi A. Fisher Tta cmiast. (2017)
cepe/Hs YacToTa ayTOIMyHHUX 3aXBOPIOBaHb CTa-
HoBwia 26,2% nma Beix rpyn I [9]. Otxe,
OTPUMAaHI HaMU JIaHi 10/I0 YaCTOTU ayTOIMYHHOI
natosorii y mamientis 3 ITI/] momi6Hi 10 Takmx
y IHIIKUX KpaiHax €BpOIIN.

3arasiom A. Fisher Ta criiBast. (2017) y cBOEMY
JIOCTI/IPKeHH] OIIHIOIOTh PU3UK PO3BUTKY ayTO-
iMmyHHO1 maTosorii y martienTa i3 III/[ gk takui,
mo B 120 pasiB nepeBUINIye pU3NK ayTOIMyHHOI
IUTOTIEHI] y 3araybHiil momyssiii, y 80 pa3iB —
3aMaJIbHOTO 3aXBOPIOBaHHS KuieyHuka i y 10 pa-
3iB — IHIMX AyTOIMYHHUX 3aXBOPIOBaHb [9].

Haii6inbina KijgbKicTh my6JriKalliil mpucBsiyeHa
aytoimyHHuM nposgsaMm ripu 3BI/I. HacTora ayTo-
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iIMYHHOI TATOJIOTiI y Halliil KOTOPTi MallieHTiB
31 3BI/l (22,7%) momibHa 10 OmMHCAHOI y CBiTi
(25-31%). 3a manumMu GaraTboX [OCJIiIKEHb,
y 10-17% namienriB 3i 3BI/] ayroimynHi 3axBo-
PIOBAHHS 3 IBJISTIOTHCS TIE JI0 PO3BUTKY 1H(EKITII-
HUX YCKJIQJIHEHb 1 JIIarHOCTUKH IMYHOJeDIIuTy
[7,10,12—14,17]. 3a oTpuMaHUMU HaMH JJAaHWUMHU,
surie B onuiel gisunnaku (1/22 — 4,5%) nepimim
posiBoM iMyHoedinuTy OGysia ayToiMyHHA TeMO-
JITUYHA aHeMis, 6e3 TonepeaHboi iH(eKIinHOT
natoJsiorii. IlikaBo, 110 ayTOIMyHHI HMTOIEHI],
BU3HAHI IHINUMU JOCJIJHUKAMU HaN4YaCTIIINMU
possasiamu y xBopux 3 III/l, y Hamux crocrepe-
JKeHHSIX BusiBieni juie y 3 (2,5%) mMalieHTis.
IMOBipHO, ayTOiMyHHI IUTONEHIi HAKOIIBIT TpU-
taManHi nauientam 3i 3BIJl, axkuil 31€6i1b110r0
BUABJISAIOTH Y MIJJIITKIB 1 JOPOCTUX JITOJIEi, a Hallla
KOTOpTa CHOCTEepPEeKEHHS Ipe/CTaBJeHa [[ITbMU.
[Ile ogHUM MOSICHEHHSIM MOKe OyTH HEIOCTATHSI
miarnoctuka 3BIJ[ cepex mopocinx XBOpPHX
y Halliil KpaiHi.

Y npitent i3 cenekTuBHUM jedinuTom IgA BuU-
ABJIEHUHN IUPOKUHN CIEKTP ayTOIMyHHUX 3aXBO-
pIoBaHb, cepe/l IKUX TepeBakasa mesiakis (y 15%
oci6 y Hamomy crocrepeskerti). Ile ysromxyers-
cs 3 TaHUMU JIiTEpaTypu TPO Te, M0 MAIlEHTH i3
cesektuBHUM Jedinurom [gA marots y 10-20
pasiB  BUIMI  PU3UK  PO3BUTKY  Iejiakii
[9-12,15,18]. ¥ Takux XBOPHUX CEPOJIOTiUHA Jliar-
HOCTHKA IeJTiaKii Moske OyTH yCKJIaHeHa, OCKiIb-
KM aHTHUTIJIA 70 eH/oMi3iio kiacy IgA HeraTtuHi
[15]. CenexktuBnuit pedinur IgA — naitnommpe-
wimuit II1/[, mo peecTpyerbesi y €BpoONEHChKIn
nonyJisiii i3 yvacrororo Bix 1:143 no 1:875 [4,5,16].
IIpo iioro acormiarliio 3 ayTOIMYHHOIO TATOJIOTIEID
cBiuaTh gaHi gocaimkens Liblau ta cmiBasr., aki
BUSBUJIN cesnekTuBHUl pedinur IgA y 4,3%
MAIEHTIB 3 I0BEHIJTbHUM i/[IONATUYHUM apTPUTOM
[11], a takos mani Cassidy Ta criBaBr., siKi 1OBi10-
MJISIOTh TIpO BusiBienus medinuty IgA y 5,2%
JIiTeli i3 CUCTEMHUM Y€PBOHUM BOBYAKOM [6].

[MikaBuM € (akT BUABJIEHHS ayTOIMyHHOTO 3a-
XBOPIOBaHHS Y AIBYMHKH i3 gediluroM cyOKIacy
IgG4 cepen inmmx marienTis i3 gedirpramu cy6-
kiaciB IgG. Ile moeaHyeThCS 3 TAHUMU JIOCTIIPKEHb,
SIK1 IEMOHCTPYIOTh BUCOKY TIONTUPEHICTh Ay TOIMYH-
HUX TIPOIIECIB caMe Yy TIaIli€HTiB i3 gedinuTom cyo-
kiacy IgG4 [13]. Boanouac piarHo3 BpOZKEHOTO
nediluTy JaHoro CyOKIacy 0Ci CTABUThHCS TIiJl CyM-
HIB IIIO/I0 OTO 3HAYEHHS B iIMyHOTIATOJIOTTI.

[IpoBenenuit anamis i OTpuUMaHi pe3yJbTaTh
I0/I0 3HAYHOI TTMTOMOI Barn ayToOiMyHHUX (heHO-
MEHIB y TAIi€HTIB i3 TepPBUHHUMU jedinuTaMu
AHTUTLIOYTBOPEHHS JIOTIOBHIOIOTH OTMCaHi paHi-
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T1e KJTiHIYHI TPOSIBY X iIMYHOIeIIIUTIB Y /IiTel,
a TaKOX JIEMOHCTPYIOTh, MO KJIIHIYHUMHU KpPUTeE-
pistmu giarHoctuxu IT1J], mopsin i3 Baskkumu abo
HEe3BUYHUMU 1HQEKIIsIMHU, € paHHi abo aTUIIOBI
MPOSIBU ayTOIMYHHMX 3aXBOpIOBaHb. Taka iHdop-
Mallisg Moke OyTH KOPUCHA SK IS igeHTudikanmii
ayTOIMYHHOI IaTOJIOTI1 y MAIIEHTIB 3 BPOJKEHUMU
JedinuramMu MPOAYKITii aHTUTLJ, TaK 1 JAJIsT MOKJIH-
BOTO BUSIBJIEHHSI TaKuX iMyHO[edinuTiB y ocib 3
ayTOIMyHHUMHU 3axBopioBaHHsMI. OTKe, He0OXijI-
Ha HACTOPOKEHICTbh PEBMATOJIOTIB Ta IMYHOJIOTIB
MIO/I0 MOXKJIMBOTO TTOEAHAHHS BPO/KEHOTO iIMYHO-
JnedinuTy 3 ayTOIMYHHOIO TIATOJIOTIEIO JIJIsT paH-
HBOI IaTHOCTUKU INX 3aXBOPIOBAHDb 1 BUYACHOTO
MPU3HAYEHHS JIKyBaHHS.

Bucuosku

1. AyToiMyHHa TaTOJIOTisl YacTO YCKJAIHIOE
nepebir mepBUHHUX AedIilUTiB aHTUTIIOYTBO-
pernst (y HaIUX CIIOCTepekeHHIX — Yy 27,5%
nanienTis). Boanovac ayroiMyHHI 3aXBOPIOBaHHS
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MOKYTb OyTH TIEpIIO MaHi(hecTalien BpoKe-
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Aemopu 3as61510mov nPo 6I0CYmMHicms KOHGIIK-
my inmepecis.

1. Bonoxa A, YepHuwwoga JIN, BepexHoii BB. (2005). OBEHMNbHLIN peB-
MaTOMAHbIA apTPUT Y NaUMEHTa C HACNEACTBEHHOW runoramMmmarnoby-
nuHemueir. CoBpeMeHHas negmatpus.4.9:180—184.

2. Barsalou J, Saint-Cyr C, Drouin E, Le Deist F, Haddad E. (2011).
High prevalence of primary immune deficiencies in children with autoim-
mune disorders. Clin Exp Rheumatol.29:125—130.

3. Blazina ?, Markelj G, Jeverica AK et al. (2016, Nov). Autoimmune and
Inflammatory Manifestations in 247 Patients with Primary Immunodefici-
ency — a Report from the Slovenian National Registry. J Clin Immunol.
doi 10.1007/s10875-016-0330-1.

4. Bousfiha AA, Jeddane L, Ailal F et al. (2013). Primary immunodeficiency
diseases worldwide: more common than generally thought. J Clin Immu-
nol. 33.1:1—7.

5. Boyle JM, Buckley RH. (2007). Population prevalence of diagnosed pri-
mary immunodeficiency diseases in the United States. J Clin Immunol.
27.5:497—502.

6. Cassidy JT, Kitson RK, Selby CL. (2007). Selective IgA deficiency
in children and adults with systemic lupus erythematosus.
Lupus.16:647—650.

7. Chapel H, Cunningham-Rundles C. (2009). Update in understanding
common variable immunodefi ciency disorders (CVIDs) and the manage-
ment of patients with these conditions. Br J Haematol.145:709—727.

8. Conley ME, Notarangelo LD, Etzioni A. (1999). Diagnostic criteria for pri-
mary immunodeficiencies. Representing PAGID (Pan-American Group
for Immunodeficiency) and ESID (European Society for Immunodeficien-
cies). Clin Immunol.93.3:190—197.

9. Fischer A, Provot J, Jais J-P, Alcais A, Mahlaoui N, the members of the
CEREDIH French PID study group (2017, Nov). Autoimmune and inflam-

matory manifestations occur frequently in primary immunodeficiencies.
Journal of Allergy and Clinical Immunology. 140(5): 1388—1393.
doi: 10.1016. j.jaci.2016.12.978.

10. Goyal R, Bulua AC, Nikolov NP et al. (2009). Rheumatologic and autoim-
mune manifestations of primary immunodeficiency disorders. Curr Opin
Rheumatol. 21.1:78—84.

11. Liblau RS, Bach JF. (1992). Selective IgA deficiency and autoimmunity.
Int. Arch. Allergy Immunol.99:16—27.

12. Maggadottir SM, Sullivan KE. (2014). The intersection of immune defici-
ency and autoimmunity. Curr Opin Rheumatol.26:570—578.

13. Sarmiento E, Mora R, RodrHguez-Mahou M et al. (2005). Enfermedad
autoinmune en inmunodeficiencias primarias de anticuerpos. Allergol
et Immunopathol.33.2:69—73.

14. Sperchez M, Lupan I, Delean D et al. (2015). Primary complement
and antibody deficiencies in autoimmune rheumatologic diseases
with juvenile onset: a prospective study at two centers. Pediatric
Rheumatology.13:51—58.

15. Valletta E, Fornaro M, Pecori S, Zanoni GJ. (2011). Selective immunoglo-
bulin A deficiency and celiac disease: let's give serology a chance.
Investig Allergol Clin Immunol.21.3:242—244.

16. Vicki Modell, Jessica Quinn, Jordan Orange, Luigi D Notarangelo,
Fred Modell (2016). Primary immunodeficiencies worldwide: an updated
overview from the Jeffrey Modell Centers Global Network. Immunol
Res. doi 10.1007/512026-016-8784-z.

17. Wang J, Cunningham-Rundles C. (2005). Treatment and outcome
of autoimmune hematologic disease in common variable immunodefici-
ency (CVID). J Autoimmun.25:57—62.

18. Yel L. (2010). Selective IgA deficiency. J Clin Immunol.30:10—16.

Ceenennst 00 aBTOpax:

BoHpapeHko AHacTacus BanepueBHa — f.mef.H., foU. Kad. AETCKUX MHPEKLVOHHBIX 6oneaHen n aetckoit ummyHonorun HMAMO vm. M.J1. LWynuka.

Anpec: . Kues, yn. boratbipckas, 30.

Bonoxa Anna MeTtpoBHa — a.mMef H., Npod., 3aB. kad. AeTCKMX MHDEKLMOHHbLIX 6onesHen 1 aetckon nmmyHonorum HMAMO vum. M.J1. LWWynuka.

Appec: r. Kues, yn. Boratsipckas, 30.

YepHuwoea Jliogmuna UBaHoBHa — A.Mef.H., Npod. kad. AeTCKNX MHPEKLMOHHBIX 6onesHein n aetckort ummyHonoruv HMAMO vm. M.J1. Wynuka.

Apnpec: . Kues, yn. boratbipckas, 30.

KocTioueHko ﬂapuca BacunbeBHa — A.Me[.H., pyKoBOAUTEesb LeHTpa LeTCKon MMMYHONOrnn SaﬂaﬂHOpraMHCKOFO cneunanm3npoBaHHOro AeTckoro MeguuuHCKoro

ueHTpa. Agpec: . JIbBoB, yn. [iHectepckas, 27.

Cratbsi noctynuna B pegakumio 23.10.2017 r.

ISSN 1992-5913 Cospemennas neguatpusi 2(90)/2018

13



