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MepBuHHi iMmyHogediuntn (MIJ) — BpomKeHi AeEKTU iIMYyHHOI CUCTEMM, WO MOXYTb MPOABAATMCA SK MiABULLEHO CXUMbHICTIO [0 iH(EKUI,
TaK i QyTOIMyHHUMI 3aXBOPHOBAHHAMU.

Merta: npoaHanisyBatit CekTp i 4acToTy ayTOIMYHHWUX MPOSABIB Y FPYNi NaLieHTIB i3 HAN6inbLL nowupeHumn NIJ — aediuntamm aHTUTINOYTBOPEHHS.
Marepianu i metogu. [poBeSEHO OLIHKY KNiHiKO-aHAMHECTUYHUX AaHux y 120 nauieHTiB i3 NepBUHHUMM AeiLUTamMm aHTUTINOYTBOPEHHS.

PesynbTatu. AyToiMyHHI nposiBu BigmiveHo y 33 (27,5%) i3 120 xBopux, 3 Pi3HOI 4aCTOTOK Y BCiX rpynax AediunTiB aHTUTINOYTBOPEHHA — Bif 6,25%
y nauiexTis 3 gediumntom cyoknacis 1gG go 75% npu rinep-IgM cuxapomi. CrekTp ayToiMyHHOI NaTonorii BKAKYAB XPOHIYHWIA ONIroapTpuT, Leniakito, yBeiT,
PEBMATN3M, ayTOIMyHHY HEATPOMEHi0, ayTOIMyHHY FeMOSITUYHY aHeMito, ayTOiMyHHUIA TUPEeOianT, By3nyBaTy eputemy, (i6pO3HNA anbBeoniT, anoneLito,
rnomMepynoHedpuT. ApTpuUTK SK NpOsB ayTOIMYHHOI NaTonorii CnOCTepiranMcs nuwe y AiTeid i3 BOXKMMW rinorammarno6yniHemismn. 3amicHa Tepanis
npenaparamii iMyHOrno6YNiHIB Y UMX XBOPUX Mafia 3HA4YHUA MO3UTMBHWIA BMAWB Ha Nepebir ayTOIMYHHWX 3aXBOPHOBAHb. Y MNaLli€HTIB i3 CENeKTUBHUM
Jediuntom IgA HalyacTilwe 3ycTpivanach Leniakia (y 15% nauieHTiB), ska BUCTYnana y HUX Ha NepLini naad cepes iHWMX KiHiYHUX NposBiB.

BucHOBKM. AyTOiMyHHA NaToNoris 4acTo YCKNAZHIOe nepedir NepBUHHUX LediLuTiB aHTUTINOYTBOPEHHS, BKKOYAE WUPOKMIA CNEKTP 3aXBOPIOBAHb | HaBIiTh
MOXe 6YTI NepLLoto MaHichecTauieto imyHoaediunTy. PanHs giarHocTuka 1L Ta ayToiMyHHMX 3aXBOPIOBAHb Y TaKIUX XBOPUX BAXITBA A5 NOYATKY afeKBaTHOI
Tepanii i 3ano6iraHHs iXHiM He3BOPOTHUM HaCigKam.

Knto4oBi cnosa: fitn, nepeuHHI iMyHOLeiUnUTL, ayTOIMYHHI 3aXBOPHOBAHHS.

Autoimmune diseases in children with primary antibody deficiencies
Bondarenko A.V., Volokha A.P.', Chernyshova L.I.", Kostyuchenko L.V?

'Shupyk National Medical Academy of Postgraduate Education, Kyiv, Ukraine

“Western Ukrainian Specialized Children's Medical Centre, Lviv, Ukraine

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 1gG subclasses deficiency to 75% with hyper-lgM 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.
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MepBu4Hble MMyHopedmumnThl (MAL) — BpOXAEHHbIE LedeKTbl UMMYHHOW CUCTEMbI, KOTOPbIE MOTYT MPOSIBNATLCA KakK MOBbILIEHHOM CKIIOHHOCTbIO
K MHCDEKLMSM, TaK 1 K ayTOUMMYHHbIMI 3a60M1eBaHNAMU.

Llenb: aHannW3 cnekTpa M 4acTOTbl ayTOMMMYHHbIX MPOSBIIEHWIA B rpynne nauMeHTOB C Hambonee pacnpocTpaHeHHsimn ML — pedouuymutamu
AHTUTENI006pa30BaHNS.

Marepuanbi u MeTofbl. [poBeJeHa OLEHKA KNNHNKO-aHAMHECTUYECKNX faHHbIX Yy 120 NauneHToB ¢ NepBMYHbIMI AedULNTAMM aHTUTENI000pa30BaHMS.
PesynbTatbl. AyTOMMMYHHbIE NPOABNEHUA oTMeveHbl Y 33 (27,5%) n3 120 60MbHbIX BO BCEX rpynnax LeuunToB aHTuTenoobpasosaHns — ot 6,25%
y nauneHToB ¢ aecouumtom cybknaccos IgG no 75% npu runep-lgM cuHapome. CnekTp NposiBNEHUIA ayTOMMMYHHOI NaToONOrAN BKNOYAN apTpuT, LeNnakimio,
YBEUT, PEBMATU3M, ayTOUMMYHHYIO HEATPONEHIO, QyTOMMMYHHYIO FEMONIUTUYECKYIO aHEMUIO, ayTOUMMYHHbIA TADEOUANT, Y3N0BaTY0 apuTemy, ombpo3HbIii
anbBEOSUT, aNoneuuto, rnoMepynoHedput. ApTpuThbl Kak NposiBNeHne ayToMMMYHHON NaTonoriuy Habnioganuch npu TAXKENbIX rMnorammarno6ynnHemMumsx.
3amecTuTeNbHAA Tepanus npenaparamn UMMYHOrNOBYNIMHOB Y 3TUX 60MbHbIX 0Ka3blBana NONOXMTENbHbIA 3D(EKT KaK HA MHAEKLMOHHBIA CUHAPOM, TaK
1 Ha TEYEHNe ayTOMMMYHHbIX 3a60MeBaHNiA. Y NALMEHTOB C CENEKTUBHBIM [eUUMTOM IgA CambiM 4aCTbIM ayTOMMMYHHbIM HapyLleHnem 6bina Lenmakns
(y 15% naumenToB), npu 3TOM ayTOUMMYHHAs NATONOrUA BbICTYNana Ha nepsblil MiaH CPean KINHUYECKNX NPOSBIIEHNA.

BbiBoAbl. AyTOMMMYHHAs NaTONOMNA 4acTO OCMOXKHAET Te4eHMe NepBUYHbIX JeMLUTOB aHTUTEN006PA30BaHMS, BKITIOYAET LINPOKNIA CNEKTP ayTOMMMYHHbIX
3a60/€eBaHNiA, MOXET ObITb €ro nepBoil MaHudecTauuein. PaHHAN AnarHocTMka UMMyHOAedMLMTA N ayTOMMMYHHbIX 3abonesaHuit npu ML BaxHa ans
HaYana afiekBaTHOM Tepanuu 1 NpeLoTBPALLEHUs UX He06PaTUMbIX NOCNEACTBUA.

Knioyesble ¢noBa: 4etu, NepBuUYHbIE UMMYHOLE(ULMUTLI, ayTOUMMYHHbIE 3260/1€BaHUS.
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Beryn

epBuHHI imyHozedinutn (I11/) BuHuKa-

I0Thb Yy pPe3yJibTaTi BPOJKEHUX aHOMaJIiil
IMYHHOI CUCTEMMU, IKi TPU3BOAATD JI0 MOPYIIEHHSI
GyHKIi#  iMyHHOTO 3axucTy. 3Ae61IbIIoro
1le TEHEeTUYHO JleTePMiHOBaHI 3aXBOPIOBAHHSI,
toMy 0113bK0 80% 3 HUX MaHi(ECTyIOTh y JAUTSI-
yomy Bimi. ¥ miteparypi onucano monaa 300
HO30JI0TTYHUX (DOPM, 3yMOBJIEHUX PIBHUMU MOJIe-
KyJisipHO-TeHeTnuHUMU fedexramu. Ha cboroani
ITI/T 3aranpHOBU3HAHI K PiIKICHI 3aXBOPIOBAH-
Hsl, BOZHOYAC OLIBIICTh JOCHITHUKIB Yy ramysi
KJTiHiYHOI iMyHOJIOTIT BBaKalTh, MmO 6GaraTo
punazkis [IIJ[ He BuasmsoTbea [4]. CymaphHa
nommpenicts IT1/], 3a orinkamu Immune Defici-
ency Foundation (IDF, CIIA), y yotupu pasu
MePEBUIIYE YACTOTY MYKOBicIumo3y [5], Haiicmi-
JUBINIT TiAPAXYHKUA JIO3BOJISIIOTh NPUITYCTUTH
HasIBHICTH /10 6 MJTH naiieHTiB y cBiTi [16]. Brpa-
Ta (PyHKITI IMyHHOTO 3aXHUCTY CHIPUYNHSIE TT1/IBU-
NieHy CHpudHATAUBiCTh M0 iHekiii. [Ipore
y nanienTtiB 3 [II/[ yacTo BUHUKAIOTH iHIII TPO-
sIBM, 3yMOBJICHI NOPYILIEHHSIM PeryJisilii iMyHHUX
peakiriii, 30KpemMa ayTOiMyHHI 3aXBOPIOBAHHS.
Po3BuTOK ayTOIMYHHOI TATOJIOTIT CIIOCTEPITAETD-
cs1 ipu Garatbox ITI/1. ITepsunni gedinuru anTH-
TIJIOYyTBOPEHHS € HaiOLIbII  HOUMPEHUMHU
dopmamu I11/], cranosasts 50-60% Big ix
3arajbHOI KiJIbKOCTI 1 XapaKTepu3yloThCsl He3/1aT-
HICTIO TIPOJAYyKyBaTu aHTuTiia. Peasisaris ypa-
JKEHHs OpraHiB IIPU ayTOIMYHHIH 1atoJsorii 3/iil-
CHIOETHCS II€PEBAKHO 3a PaXyHOK ayTOAHTHUTLJI.
[Ipore gk cucremHi, Tak i opranocuenudiuxi
ayTOIMYHHI 3aXBOpIOBaHHS, TTOB'13aHi 3 leheKTa-
My B-kutitun, 6y onucaHi y mamienTis 3 aedi-
nmurtamu  anTutisoyrBopennst [1,2,10]. Cepen

MAaTOTeHEeTUYHUX MEXaHi3MiB BUJIIJIAIOTh BTPATy
IeHTPaJIbHOI Ta TepudepruIHoi TOJIePaHTHOCTI
T- i B-mimdonuTis, gki BeayTb 10 yTBOPEHHS
KJIOHIB ayTOPEaKTUBHUX KJITUH, HaJMipHE aHTU-
TeHHe HaBAaHTAKEHHS IIPU PEIUIUBHUX iH(DEK-
migx Tomo [2]. Tomy miarHOCTHKA i JIiKyBaHHS
ayTOIMYHHMX 3aXBOPIOBaHb y MAIi€HTIB 3 Iep-
BUHHUMU JleilIUTaMU TTPOAYKITi AHTUTIJ € BaXK-
JINBUM IUTAHHAM KJIHIYHOI MEAUIMHU.

Memoto natoro pocipkeHHs: 6yJ10 BUBYEHHS
CIIeKTpa 1 4acTOTH ayTOIMyHHMX 3aXBOPIOBaHb
y TIAIIE€HTIB i3 TEPBUHHUMA fediruTaMu aHTUTi-
JIOYTBOPEHHSI.

Marepiai i METOIM JOCTIIZKEHHS

Y rpymy pocimkentst 6ynu BraodeHi 120 ma-
IIEHTIB 13 TepBUHHUMU JeiluTaMu aHTUTINIOY-
TBOpeHHsI (CHAAKOBa TimoraMmario0yJriHeMis —
34, saraspHuil BapiabenbHuil iMyHomedinuT —
22, CUHIPOM 3 TMIJBUINEHUM pPiBHEM MPOAYKIIil
IgM (rinep-IgM cungpom) — 8, neditmr cyOKIa-
ciB IgG — 16, cenextuBnuii gedinut IgA — 40),
0 3HAXOMUJIUCDH IIiJ HAITUM CIIOCTEPEKEHHIM
3 1984 no 2016 poxu. Busuenus ocobauBocreii
manidecrarii ta nepebiry I11/] y xiTeii mpoBenero
3a JIOTIOMOTOI0 PETPOCIEKTUBHOTO aHAJI3Y KJIiHi-
KO-aHAMHECTUYHMUX JIaHUX Ta IMPOCHEKTUBHOTO
KJiHiyHOTO crioctepeskennd. liarnos I11/] Bcrano-
BJIEHO BIJIIOBIZIHO /10 MiKHAPOJIHUX KpUTEPIiiB
excrreptiB BOO3 ta ESID [8]. lenernuna mpupo-
na ITI]] 6yma yrounena y 25% XBOpHX.

HocuimKerHss BUKOHAHI BiZITTOBIIHO 0 TIPUH-
nutmiB I'enbcinebkoi [dexnaparttii. [TpoTokos gocai-
JUKeHHS yxBaseHui JIoKaTbHUM eTUYHUM KOMiTe-
tom (JIEK) Bcix 3asHayeHux y poOOTi yCTaHOB.
Ha mnpoBemenHs pociiaxeHb OyJ0 OTpUMaHO

Tabnuys 1
AyTOIMYHHI NOPYLUEHHS Y NaWiE€HTIB i3 NnepBMHHUMU gediuntTaMmmn aHTUTINIOYTBOPEHHS
HosonoriyHa popma aediunuty aHTUTINOYTBOPEHHS
AyTOiMyHHi Cnapkoga rino- Saranbhuii Finep-lgM Dediuut | CenekTUBHMIA Yeboro
3aXBOPIOBaHHS rammarnoGyniHemis . Bapia§enbuuﬁ cuHgpom | cybknacie IgG | paediumt IgA (n=120)
(n=34) imyHopediuuT (n=22) (n=8) (n=16) (n=40)
ApTpuTt 8/34 (23,5%) 3/22 (13,6%) 1/8 (12,5%) — — 12/120 (10%)
Pesmatunam — — 1/8 (12,5%) — — 1/120 (0,08%)
YBeiT 2/34 (5,8%) 2 (25%) 1 (6,25%) 5/120
Lleniaxis — 1/22 (0,45%) — — 6 (15%) 71120
AyToiMyHHa He#ATponeHis 1/34 (0,3%) — 2 (25%) — — 3/120
lemoniTnyHa aHemis — 1/22 (0,45%) — — — 1/120 (0,08%)
Byanyeata eputema 1/34 (0,3%) — — — — 1/120 (0,08%)
AyTOIMyHHWIA TUpeoignT — — — — 1(0,25%) | 1/120 (0,08%)
Anoneduis — — — 1(0,25%) | 1/120 (0,08%)
@i6po3HMiA anbBeoNiT — — — — 1(0,25%) | 1/120 (0,08%)
momepynoHedpuT 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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noindopMoBany 3rojy OarbkiB miTell (abo iXHIX
OTIKYHIB).

g cratucTuyHOro aHami3y BUKOPUCTAHI
METOJIM OIMHMCOBOI cTaTUCTUKU. KinbKicHi mokas-
HUKM TIpEeJCTaBJCHI Y BUTJISAL MeiaHW, MaKCH-
MaJILHOTO 1 MiHIMaJILHOTO 3HaueHb, JUXOTOMIUHI
BapiabesIbHi TIPe/ICTaBJIeH] Y BUTJISI/I YaCTOTH, Bil-
COTKA HAsIBHOCTI YU BiICYTHOCTI SIBUIIA/03HAKH.

PegysibTaTé 10CTIIZKEHHS

AyToiMyHHI 3aXBOPIOBaHHS BUSBJIEHI y 33
(27,5%) i3 120 xBopuUX 3 NIepBUHHUMU JleinuTa-
MU aHTUTLIOYTBOPEHHS 3 Pi3HOI0 YacTOTOIO, 3a-
JIE)KHO Bif tuny imyHomedinury, — Bix 6,25%
y marienTiB gedinury cyokmacis IgG mo 75%
nipu rinep-IgM cunapoMi.

Ak BuaHo 3 Tabi. 1 i giarpamu, y maiieHTiB
i3 medinmuramMu TPOAYKITi aHTUTINI CTIOCTEPITaBCA
JOCUTDH MIMPOKHUH CIIEKTP ayTOIMyHHUX 3aXBOPIO-
BaHb. HaltuactimmMu niposiBamu OyJiv ypaskeHHsI
cyrsio6iB 'y BUIJISIAI OJIrOapTPUTIB, IejiaKis
Ta yBeiT, pijilie — peBMaTU3M, ayTOIMyHHA Hel-
TPOIIEHisl, ayTOIMyHHA reMOJIITUYHA aHeMisl, ayTo-
IMYHHUI TUPEOiUT, XPOHIUHA BY3JyBaTa epuTe-
Ma, (hiOPO3HMIT ATHBEOJIIT, AJOTIEINisT, TIIOMEPYJIO-
HepHUT.

CriekTp ayTOIMYHHUX TIPOSIBIB CYTTEBO BijIpi3-
HSBCS 3aJI€3KHO BiJl TUTTY 71eDilIUTy aHTUTIJIOYTBO-
peHHs. Y TAIli€HTIB i3 CEeJeKTUBHUM AeiluToM
IgA crocrepiramoch Halibijibine pPisHOMAHITTS
BUABJIEHUX AayTOIMyHHHUX 3aXBOPIOBaHb, aje
3a 4aCTOTOIO MepeBaskaa remiakis (y 15% nartien-
TiB). ¥ 7 i3 10 marieHTiB i3 cesieKTUBHUM Jieitn-
toMm IgA ayroimyHHa martoJiorisg OyJa IPOBIIHOIO
cepe/l 1HNIMX KJIHIYHUX CTaHiB, CyIPOBOJKYBa-
JIach JIETKUM iH(EKIIITHUM CUHIPOMOM Y BUTJISI
HeyacTuX 1H(MEKIH BEePXHIX AMXAJbHUX IIJISXIB.
Y 2 i3 10 nmaimieHTiB ayTOIMyHHI 3aXBOPIOBAHHS
ACOIIOBAIMCH 13 pelUAMBHUMK OpOoHXiTamHu,

Tupeoigur 3%
Anoneuia 3%

Qibpo3HMA
anoeeonit 3%
=

Xpoxiyna
By3nysata eputema 3%
lemonitnyHa

aHemin 3%
AyToimMyHHa

Helponexia 9% AptpuT 3%

Leniakin 21%

(= " Peemamuam3%
Yeeit 15%

Puc. CnekTp ayTOiMyHHUX NOPYLUEHb Y NALiEHTIB i3 NEPBUHHUMU
iMyHOAeiUMTaMmn aHTUTINIOYTBOPEHHS
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Tabnuys 2
Bik maHidecTauir apTputy
npu Baxkux popmax rinorammarnooyniHemii

CnapkoBa 3aranbHuin .
. . R . | Finep-lgM
Ho3onoriyHa rinoramma- | BapiaGenbHwmii
. .| . CUHAPOM
¢dopma rmoOyniHemis | imyHogediumT (n=6)
(n=11) (n=5)

Bik maHidecTauii,

CEepepHii 5,5 (2-12) 12 (10-14) | 7,5 (2-12)
(Makc.-MiH.), poku

y OmHIEl AUTWHM 3 Ilejiakieclo B aHamHe3l OyB
bBILKwur.

ApTpuTH SK TPOSB Ay TOIMYHHOI TTATOJIOTIi CTI0-
CTEPITAJINCS JIATIIE TIPU BAKKUX TiTOraMMario0y-
JiHEMisIX: CITaJKOBill TimoramMMariao0yJiiHeMii
(23,5% martienTiB), 3arajibHOMY BapiabesbHOMY
imynonedinuti (3BI/T) (13,6%), rinep-IgM cun-
apomi (12,5%). Bik movaTtky apTpuTy BapiloBaB
[pU PiBHUX HO30JI0TisAX (Tabir. 2), paHHs MaHi(e-
cTallist ypaskeHHs1 CyTJI00iB BiMiueHa y MAIliEHTIB
31 cmagKkoBoto Tinmorammarsiobyinemiero. IlizHi-
HTUI 1TOYaTOK apTPUTY y MAIli€HTIB i3 3aTaJbHUM
BapiabGebHUM iMyHOZEeDIUTOM, iIMOBIPHO, 3yMO-
BJIeHUI MaHi(ecTallielo 0OCHOBHOTO 3aXBOPIOBAH-
HS1 HA JAPYTiN JeKajli JKUTTS.

VYBeiT cnocrepiraBcst nepeBa)KHO y Malli€HTIB
i3 BayKKMMU TimoramMmmarao0y riHeMissMu (CraaKo-
Ba rinorammaryio0yJrinemis, rinep-1gM curapom),
HPUYOMY TIPU CHAAKOBIH TimorammariobyriHeMii
y /IBOX MaII€EHTIB y NOEAHAHHI 3 XPOHIYHUM IOBe-
HIJIbHUM apTpuTOM. Bo/iHOUAC TTPOSIBY YBEITY Biji-
3Havauch y 14-piyHOI AIBYMHKUA 3 MIHOPHUM
nedinuToM TPOAYKII aHTUTIT — AedinuToM
cyormacy IgG4.

Y GaraThOX XBOPHUX i3 BaKKMMH TilloramMma-
rinoOyaiHeMissMM ayTOIMyHHa I1aToJIOTisa Oyiia
BUSBJIEHA Y TIOEIHAHHI 3 1H(EKIIINHNMHU 3aXBO-
PIOBAaHHIMHM B)XK€ HAa MOMEHT BCTaHOBJIEHHS
niarnosy I11/[. Haituacrinie y Takux [iTeil CIio-
cTepirajmuch 4vacTi peluAuBHI iHQEKIil pi3HOI
JloKaJizalii, nepeBa’kHO JAUXAJbHOI CUCTEMU
(cuHo-TIyJIbMOHAPHI iH(EKIIi1), a TaKoX MIKipH,
M'SIKUX TKaHWH, MIJIYHKOBO-KUIIKOBOTO TPaKTY.
Inoni ayroimyHHI possagu ManidecTyBaan Ie
710 TIOYaTKY 1H(EKIINHOT0 CUHAPOMY iMyHO1e(]i-
IUATY: XPOHIYHUHN IOBEHIJIbHUN apTPUT — y XBO-
poro 2-x POKiB 3i CHaJKOBOIO TimoramMmaraofy-
JliHeMi€10, ayTOIMyHHA TE€MOJITUYHA aHeMis —
y 12-piuHOi AUTHHY i3 3araTbHUM BapiabeJbHUM
iMyHO/1eDIIIUTOM Ta ayTOIMyHHA HEHTpPOIeHisT —
y JIBOPIYHOTO XJIOMMYMKA 3 X-34elJIeHUM Tirep-
[gM cungIpOMOM.

Cuijy BUALIATY BUTIQJIOK BUHUKHEHHS BY3J1yBa-
TOI epUTEMU Y TIAITIEHTA 31 CIIAJKOBOIO TilloTaMMa-
o0y TiHEeMI€I0 Ha TJi TPUBAJIOTO MPOBEICHHS
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3aMiCHOI Teparii BHYTPITHbOBEHHUM IMYHOTJIO-

OyriHOM.
I3 mouarkom 3amicHOI Teparii npemnapatamu
iMyHOIJIOOYJIiHIB ~ cHocTepirajach IO3UTHUBHA

auHaMika Tepebiry ayToiMyHHUX 3aXBOPIOBaHb
y BCIX TMAI[€HTIB 3 BAKKUMU TiIIOraMMarao0y riHe-
Migamu: y 10 i3 22 XBOpUX CHUMIITOMHU 3HUKJIHU
B TIEPIIIi TTiCTh MIiCAIIiB 3aMiCHOI Tepartii iMyHOTJIO-
Oyninamu, y inmmx 11 XBOpUX BiJ3HAYaI0Ch CYT-
T€EBE 3MEHIEHHS ayTOIMyHHUX MPOABIB Ha TJi
3aMicHOI Tepariii imyHor100yIiHaMu B KoMOiHaIIii
3 IMYHOCYIIPECUBHUMMU IIperiapatamu, JiKyBaHHS
SIKUMU 3r0/10M OyJio ipuninHene. OMH TaIieHT 3i
CITaJIKOBOTO TilOraMMarao0yJIiHeMIEI0 ToOMep TIpU
MpOrpecyBaHHi I0BEHIJIBHOTO apTPUTY 1 BaKKUX
iH(EKIIITHNX YCKJIQIHEHD Ha TJIi iIMyHOCYTIPECUB-
HO1 Tepartii [1]. Y yacTunm XBOpuX criocTepiraim-
CsI TUMYACOBI TOPYHIEHHS 3aMiCHOI Tepartii mperna-
pataMu IMyHOTJIOOYJHIB Yy BUTJISAI TPUBAIUX
repeps y JIKyBaHHI ab0 3MEHIIEHHSI 031 IMyHO-
rJ100yJIiHYy Yepes BiJICYTHICTh (hiHaHCOBOTO 3a6e3-
nevyenss. lle TpU3BOANIO 0 3arOCTPEHHS Y HUX
ayTOIMYHHOI TIaTOJIOTl Ha TJi NpOrpecyBaHHs
iH(EKITIITHOTO CUHIPOMY.

OO0roBopeHHs

Bucoka w4yactora ayToiMyHHUX pO3JajiB
y nartientis 3 I11/] Bke HeoHOPa30BO MPOJAEMOH-
CTpOBaHA JIAHUMH JIOCJI/KeHb, HacaMmIepes
y Koroprax jopociaux mamientiB [7,8,10,12].
Opnak vacTtoTa IUX TPOSBIB BU3HAUAIACS TIEpe-
BAKHO /I JIBOX 3aXBOPIOBaHb — ayTOIMYHHOI
reMOJIITUYHOI aHeMii Ta iiomaTUYHOI TPOMOOIH-
ToneHiyHoi mypnypu [2,3,7,10,12-14]. ¥ nartio-
HasbHOMYy peectpi IIIJ[ CioBenii ayToimMmyHHY
MATOJIOTIIO OTHMCaHo Y 38% TMAIli€HTIB i3 TIepBUHHU-
MU iepiruTaMu aHTUTIJIOYTBOPEHHS, B iCTTAHCHKIH
koropti — y 12,5-37,1% XBopuX, 3aJeKHO Bi
Hozoutorii (y cepenabomy 22%) [3], y dpaniyss-
KoMy gociimkenti A. Fisher ta cmiBasr. (2017)
cepeHs YacToTa ayTOIMyHHUX 3aXBOPIOBAHb CTa-
nosmina 26,2% mis Beix rpym I [9]. Otxe,
OTPUMaHi HaMM JlaHl IIOJI0 YaCTOTU ayTOIMyHHOI
narosorii y martientis 3 IIIJ] momi6Hi n0 Takmx
y iHIUX KpaiHax €Bporu.

3arasiom A. Fisher Ta cmiBast. (2017) y cBOEMY
JOCTI/PKEHH] OIIHIOIOTh PU3UK PO3BUTKY ayToO-
iMyHHOI natosiorii y nartienrta i3 III/] sk takuii,
mo B 120 pasiB mepesulnye pusuK ayTOIMyHHOI
IUTOIIeHI] y 3arajbHiil nomyJsiii, y 80 pasiB —
3araJbHOr0 3aXBOpIOBaHHA Kulleynuka iy 10 pa-
3iB — IHINUX ayTOIMyHHUX 3aXBOPIOBaHb [9].

Haii6isbina KisbKicTh 1my6/riKaliiii mpucssiyena
ayroimyaHuM npostBam ipu 3BI/I. HacroTa ayTo-
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IMyHHOI IATOJIOTil y HaUIil KOropTi IallieHTiB
3i 3BI/] (22,7%) momibha mo omwmcaHol y CBITi
(25-31%). 3a manumu 6araThbOX TOCJTI/KEHD,
y 10—17% mnamientis 3i 3BI/l ayroimynHni 3axBo-
PIOBaHHS 3 IBJSTIOTHCS TTIE /IO PO3BUTKY iH(EKITili-
HUX YCKJIQMHEHDb 1 MIarHOCTUKU IMYHOAeIIuTy
[7,10,12—14,17]. 3a oTpuMaHUMU HAMU JaHUMH,
qutre B ofuiel miBunnku (1/22 — 4,5%) nepiimim
POSIBOM iMyHOAe(IIUTy OyJia ayToiMyHHA TeMO-
JiTHYHA aHeMmis, 0e3 ToIepeaHboi iH(MEKIIHHOI
naroJsiorii. IlikaBo, 110 ayTOiMyHHi HUTOIIEHi],
BU3HAHI IHIMUMU JOCJAIIHUKAMU HaWdYaCTIIINMU
possasiamu y xsopux 3 III/], y mammx crocrepe-
JKeHHSX BusiBjeni jume y 3 (2,5%) maiieHTis.
IMOBipHO, ayTOiMyHHI IUTOIEHII HAHOGIIBIT TIPU-
TaMmanHi nauientam 3i 3BIJl, axkuil 3xe6iabioro
BUABJISAIOTD Y TH/IJIITKIB 1 IOPOCJNX JIIOJIEH, a Hallla
KOTOpTa CIOCTEPeKEeHHS MPeNCTaBJeHa [iTbMU.
[Ile ogHUM MOSICHEHHSAM MOKe OyTH HeI0CTaTHS
niarnoctuka J3BIJI cepenm mopocsmx XBOpPHUX
y Hanri Kpaixi.

Y niteit i3 cenexktuBHuM nedinuTom IgA Bu-
SIBJICHUHM NIUPOKUM CIEKTP ayTOIMyHHUX 3aXBO-
pIOBaHb, cepejl SIKUX TepeBaskaa memiakist (y 15%
oci6 y Hamomy criocrepeskerti). Ile y3romkyern-
cs 3 JIAHUMMU JITepaTypu IMpo Te, MO MAIEHTH i3
cenektTuBHUM sledinmurom IgA maroots y 10-20
pasiB  BUNIMH  PU3UK PO3BUTKY  IleJiakii
[9-12,15,18]. ¥ Takux XBOpUX CepOJIOTiYHA Jiar-
HOCTHKA TleJiaKii Mojke OyTH yCKJIa[HeHa, OCKLIb-
KU aHTUTIJIA 710 eHIoMi3ifo Kiaacy IgA meratuBHI
[15]. CenextuBnuii nedinut IgA — Haiimommpe-
wimumit T/, mo peectpyeTbes y €BporeichKiit
nomnyJisiii i3 wactoroio Bix 1:143 o 1:875 [4,5,16].
[Ipo iioro acortrialiito 3 ayTOIMYHHOIO MATOJIOTIEIO
cBijyaTh naHi gocuipkens Liblau ta ciiBasr., ki
BUSBUIN cejleKTuBHuii aedinur IgA y 4,3%
MAIEHTIB 3 IOBEHIJIbHUM i/[IONATUYHUM apTPUTOM
[11], a takox mani Cassidy Ta criBaBr., siKi MOBiI0-
MJISIIOTH TIPO BUsiBJeHHsT jaedinuty IgA y 5,2%
JITEN 13 CUCTEMHUM Y€PBOHUM BOBYAKOM [6].

[lixaBuM € (hakT BUSABJIEHHS ayTOIMYHHOTO 3a-
XBOPIOBaHHS Y AIBYMHKH 13 mediluroM cyOKIacy
IgG4 cepen iHmmx narieHTis i3 aediruramu cy6-
kiaciB IgG. Ile moeanyeThCS 3 TAHUME JIOCTIJIKEHb,
SKi IEMOHCTPYIOTh BUCOKY TIOMIMPEHICTh Ay TOIMYH-
HUX TIPOIIECIB caMe Y TIalli€HTiB i3 gedinuTom cyo-
kiacy [gG4 [13]. Bomanouac niarHo3 BpOKEHOTO
nediuTy 1aHOro CyOK/IaCy 10Ci CTaBUThCS IIiJ CyM-
HiB 1II0/I0 OTO 3HAYEHHS B iMyHOTIATOJIOTI1.

[IpoBemennii aHamis i OTpUMaHi Pe3yJbTaTh
MI0/I0 3HAYHOI TTMTOMOI Baru ayTOiMyHHUX (heHO-
MEHIB y MAaIli€HTIB i3 MepBUHHUMU JedinuTaMmu
AHTUTILIOYTBOPEHHS JIOMOBHIOIOTH OIMUCAHI paHi-

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



YmntamTte Hac Ha canTe: http:/med-expert.com.ua

1e KJIiHIYHI TPOIBU X iMyHOebIIUTIB y AiTeH,
a TaKOXX JIeMOHCTPYIOTb, IO KJIHIYHUMU KpUTe-
pistmu giarsoctuxu IT1/], mopsia i3 BaskkuMu abo
HEe3BUYHUMU iH(EKIisAMHU, € paHHi abo aTuIosi
MPOSIBM ayTOIMYHHUX 3aXBOPIoBaHb. Taka iHdop-
Mailisg Moke OyTH KOPUCHA K A/ i1eHTudikaiii
ayTOIMYHHOI NATOJIOTI] y MAIIEHTIB 3 BPO/KEHUMU
nedinuTaMu MPOAYKILiT aHTUTIJ, TAK 1 JIJ1S MOXKJIN-
BOTO BUSIBJIEHHSI TaKUX iMyHomedinuTiB y ocib 3
ayToiMyHHUMU 3axXBopioBaHHsIMU. OTKe, HEOOXi/I-
Ha HACTOPOKEHICTh PEBMATOJIOTIB Ta IMyHOJIOTiB
0JI0 MOKJIMBOTO MTOEHAHHS BPOIKEHOTO iIMYHO-
nedinuTy 3 ayTOIMYHHOIO TATOJIOTIE€I0 JIJIsT PaH-
HbOI JIIarHOCTUKM IUX 3aXBOPIOBAHb 1 BUYACHOTO
[IPU3HAYEHHS JIIKyBaHHS.

BucnoBku

1. AyToiMyHHa TaTOJOTiS YacTO YCKIAIHIOE
nepebir mepBUHHUX 1edIiIUTIB aHTUTIIOYTBO-
pernst (y HaIIUX CIIOCTepeKeHHIX — y 27,5%
naiienTis). BogHouac ayToiMyHHI 3aXBOPIOBAaHHS

JITEPATYPA

MOKYTb OyTH TepIioio ManiecTarieo BporKe-
HOTO iMyHOzAedinuTy. ToMy ayTOiMyHHI 3aXBO-
pIOBaHHS CJiJl BYaCHO BUABJSATH Yy IAlli€EHTIB
3 TEPBUHHUMHU JleillUTaMU aHTUTIJIOYTBOPEHHS
3 METOI0 PAHHBOTO MPU3HAYEHHS JIIKYBaHHS.

2. Ayroimynna matosioria npu 111/ BkIOuae
NIMPOKUU CIEKTP 3aXBOpioBaHb. CeseKTUBHUN
nedinur [gA xapakTtepusyerbcsd HAUMUPIIUM
CIIEKTPOM ayTOIMYHHUX NMPOABIB 13 HalYaCTIIIUM
PO3BUTKOM Iesriakii. Baxki rimorammarioOyrine-
Mii HEePiJIKO YCKJIAJIHIOIOTHCS PO3BUTKOM I0BEHI1JIb-
HOTO PEBMATOITHOTO apTPUTY.

3. IIpoBenieHHda 3aMicHOI Tepanii perapaTaMmu
iMyHOTJIOOYJTiHIB TTO3UTUBHO BILJIMBA€E Ha mepebir
ayTOIMYHHUX 3aXBOPIOBaHb y TMAIi€EHTIB 13 Tep-
BUHHUMU JleiluTaMy aHTUTIZIOYTBOPEHHS.

4. Panns giarnocTrka BpoKeHOTo iMyHomedi-
MUTY Ba)XKJIWBa JIJIS TTOYATKYy afleKBAaTHOI Teparril
i 3a1106iranHs HOro HE3BOPOTHUM HACJIIIKAM.
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