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Pestome. IgG4-3anexHe 3axsoproBaHHs (IgG4-33) — Lie iMyHoornocepeAkoBaHE Gi6pO3HO-3QNAALHE 3Q-
XBOPKOBAHHSI, LLIO XQPAKTEPUIYETLCST YTBOPEHHSIM CKAELOTUYHUX MYXAVHOMOAIOHUX MAC 3i LLIABHUMU AIMGO-
MAQ3MOLIMTQPRHUMU IHQIABTOATAMM, SIKI MICTSITb 3HQYHY KIABKICTb IQGA4-NAQ3MATUYHUX KAITUH. AAst IQG4-33 xa-
PAKTEPHUM € LUMPOKMK CIEKTP KAIHIYHMX MPOSIBIB, OCKIAbKM XBOPOOQ MOXKE 3AAYHATU MPAKTUYHO BYAb-SIKUK
OPIraH. YPQXKEHHST HUPOK CroCTEPIraeThCsl y 6Am3bKo 15 % xBopux HQ I9G4-33. Y CTQTTi HOBEAEHO OrAsIA
AITEPATYPHUX AQHUX MPO KAIHIYHI posiBv IgG4-30AEXKHOro 3aXBOPIOBAHHST HUPOK (IgG4-33H), ocobamsoc-
Ti AIQrHOCTUIKM TQ CYHYQCHI MIAXOAM AO AIKYBAHHSI. OrasiA HQYKOBMX MyOAIKQLM MoOBOAMBCST B MDKHQPOAHIM
EAEKTPOHHIVI HAyKOMETPUYHIV 6Q3i AaHx PubMed 3a kntodoBumMi carosamim «IgG4-related kidney disease,
«IgG4-RKD radiographic findings», «lgG4-related tubulointerstitial nephritis», «lgG4-related membranous
glomerulonephtritis» 3a nepioa 2012-2020 pp. HAVMOLLMPEHILLIVIMM GOPMAMU YO AXKEHHST HUPOK rnpun IgG4-33
€ TYOYAOIHTEP CTULIIAABHU HEDPUT | MEMODAHO3H TAOMEPYAOHEPPUT. XBOPIKOTL YACTILLE YOAOBIKM CTQP-
LIOro BiKy. HQ MOMEHT BCTAHOBAEHHST AIQrHO3Y Y MALEHTIB MEpEBAXKHO BXXE HASIBHI CYryTHI KCTOAPEHAALHI
nposiBy 1gG4-33 (CIOAOQAEHIT, MAHKPeATUT, AiMPaAeHONATisy). KAIHIYHQ KapPTUHA 3A3BUYAK HEBUPQXKEHQ,
XO4Q MOXKYTb MQTM MICLIE HEDPOTUYHMV CUHAPOM | XPOHIYHQ HUPKOBA HEAOCTQATHICTb. TUMOBYMM MPOSIBA-
M 19G4-33H HQ KoM tOTEPHIK TOMOrPADIi € MHOXKMHHI BOTHULLQ HU3bKOI LLIABHOCTI, MOTOBLLEHHST HUPKO-
BOI MUCKM, ANDY3HE 3BIABLLIEHHST HUPOK. YPQXKEHHSI HUPOK rpu IQG4-33 4OCTO CYrpOBOAXKYETLCSI HU3bKUM
PpiBHEM KOMMAEMEHTY. B4aCHE BUSIBAEHHSI TQ AIKYBAHHST IQG4-33H € HQA3BUHQMHO BAXKAMBUM Yepe3d 30iAb-
LLIEHHS1 3aXBOPKOBAHOCTI TQ CMEPTHOCTI BHOCAIAOK PO3BUTKY XPOHIYHOI XBOPOOU HUPOK. [AOKOKOPTUKOIAM
(T e npenaparamm nepLuoi AHii mpw IgG4-33. lNonpu xopoLLy BIAMOBiAbL HQ Teparito K, HaBITe HE3HQYHAO
3QTPUMKQ B AIKYBAHHI MOXKE MPU3BECTU AO PO3BUTKY QTOOQII HUPKOBOI TKAHUHM. BUKOPUCTAHHSI iMyHOCY-
npecopiB AOLIAbHE Yy BUMNAAKQX, KOAW A03Q [K He moxke ByTu 3HVKEHQ Yepes MOCTIHO BUCOKY QKTUBHICTb
3QXBOPIOBAHHSI. Y XBOPUX 3 peUmAnBHM rnepebirom IgG4-33H MoXxkavBe 3QCTOCYBAHHST PUTYKCUMQOBY (iHri-
6itop CD20* B-Aim¢poLmrTiB).

KAIO4YOBI CAOBQ: IgG4-3a/eXKHE 3QXBOPIOBAHHST, HUPKW, TYyOYAOIHTEDCTULIQABHUI HEPPUT, MEMOPAHO3-
HU TAOMEDRYAOHEDPUT, OrASIA

Bctyn

1gG4-3anexne 3axBoproBanus (1gG4-33) — 11e iMmyHO-
OIIOCEPEeNKOBAaHMI CTaH, aCOLiOBAaHMUIA 3 YTBOPEHHSIM (i-
OpPO3HO-3aMaIbHUX MaC, 1110 MOXXYTh BUHUKATHU MTPAKTUIHO
B OyIb-SIKOMY OpraHi Ta iMiTyBaTH 3J105IKiCHi, iH(eKIIiiHi
Ta 3amnajbHi 3axBopioBaHHs [1]. YHiikoBaHa HOMEHKJIa-
typa IgG4-33 Oyna npuiinsirta auie y 2012 poui [2]. Llboro
K POKY Oy/IM 3aITpONOHOBaHI AiarHOCTUYHI Kputepii IgG4-
33 [3]. Y 2015 poui 6yau po3pobJieHi MixkHapOIHi KOHCEH-
CyCHi pekoMmeHpalii 11010 BeaeHHsT XxBopux Ha 1gG4-33

[4]. ¥V 2019 poui Ha niopiyHOMy 3’131 AMEPUKAHCHKOTO
KozemKy peBmaroioriB (ACR) Ta €Bpomnelicbkoi aHTHPEB-
matuuHoi Jirm (EULAR) Oynm 3aTBepmkeHi kimacugika-
uiriHi kputepii IgG4-33 [1].

IgG4-33 BBaXkaeTbcsl PIIKICHUM 3aXBOPIOBAHHSM, ajie
1ioro peajibHa €IiIeMioJorist 10oci He Bu3HaueHa. JlocTyrHi
eIliJIeMiOJIOTiUHi TaHi 0a3yloThCsl MepeBaXXHO Ha STOHCHKUX
MOIYJISILIMHUX JOCHiKeHHsIX: 3a gaHumu Uchida et al.
(2012), piuna nommpenicts 1gG4-33 cranosuts 0,28—1,08
Bumnazaky Ha 100 000 Hacenenns [5]. 1gG4-33 3a3Buyaii ypa-
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2Ky€ 0Ci0 cepeTHLOIO Ta CTapILIOro BiKy 3 1€0I0TOM IepeBasKHO
y Billi 50—70 pokiB, Xoua ONMCcaHi pilIKiCHI BUMIAAKHU B JIiTEH.
IgG4 — naiimeHn noumupeHuit ninkinac IgG, o cra-
HOBUTh MeHIIe 5 % Bix 3aranbHoro IgG (HopMm ioro
CMPOBATKOBOTO piBHS KosmBatoTbes Bin 0,05 no 1,4 r/xn).
IMinBumenns pisHst IgG4 y cuposartii KpoBi JoHeIaBHA
BillirpaBaJio OCHOBHY POJib y BCTAHOBJIEHHI AiarHo3y IgG4-
33, ajle maHi OCTAaHHIX POKIB CBiMYATh PO HOTr0 HU3LKY
miarHOCTMYHY 1iHHICTh. Tak, y 30 % xBopux i3 IgG4-33
BU3HAYaIOThCsl HOpMaJibHi piBHI IgG4 y cupoBariii KpoBi. 3
iHIIIOTrO OOKY, MminBuIeHui piBeHb IgG4 Moxe crocTepira-
TUCS ITPU OaraTboX iHIIMX 3aXBOpIOBaHHIX: cuHapoMi Llle-
rpeHa, CUCTEMHOMY YePBOHOMY BOBUaKY, pEBMAaTOITHOMY
apTpuUTi, paKy, XBopobi Kactiemana, anepriayHux 3aXBopio-
BaHHSIX, €03MHOMIIBHOMY TpaHyJIeMaTo3i 3 MOiaHTiiTOM,
CapKoifo3i, a TAKOX y 300poBiit momysiii (2 %) [6].

NMaromopdoAaoriga, Khnacudikauis
TA KAiHiYHi npossun IgG4-33

KimrouoBumu Mopdgonoriunumu  o3Hakamu 1gG4-33
€: 1) minpHuii miM@oria3MoIUTapHUl iHPILIBTPAT 3 BU-
cokuM BMmicToM IgG4*-mina3MaTnyHUX KIITUH; 2) CIipa-

JenofioHuii Gidbpos; 3) ¢edit 3 obiiTepallielo MPOCBITY
cynuH. IHIIi ricromatosoriyHi 3MiHM TpeAcTaBlIeHi ¢Je-
6iTom Oe3 obJjiTepallil MPOCBITY CYAWH i 3 MiABUILEHUM
BMicCTOM e03uMHOMIIIB. BaxiuBe 3Haue€HHsS Ma€e iMyHO-
ricToXiMiuHe MOCTIIKEHHSI 3 KiJIbKICHUM BU3HAYCHHSIM
IgG4"-nna3MaTUYHUX KIIITUH [6].

Hoci HeMae 3aranpHompuitHSITOl Kiacudikauii 1gG4-
33. Ilepenik HO30JIOTIYHNX OAMHMIIB IIOPIYHO TIeperisiaa-
€ThCSI Ta TOMOBHIOETHCS (Ta0. 1).

[Mouatok Ig(G4-33 3a3Buuaii € miarocTpuM. Y XBOpUX
4acTo BiICYyTHSA OyIb-sIKa CUMITOMATHKA, i 3aXBOPIOBAHHSI
NiaTHOCTYETHCS BUMAIKOBO ITiJl YaC OOCTEXKEHHS 3 IIPUBOY
IHIIUX TpyuyuMH [7]. MoxX/auBa TakoX CIIOHTaHHA PeMicist
3 0araTopiyHOIO BiICYTHICTIO aKTMBHOCTI 3aXBOPIOBAHHS
[8]. BaxJinBOIO 03HAKOIO 3aXBOPIOBAHHSI € MO3UTUBHA KJTi-
HiuHa BilMOBIIb Ha Teparlito ex juvantibus TTIOKOKOPTUKO-
imamu (I'K) [6].

XBopoba Oyia 3apeecTpoBaHa IPAKTUYHO B KOXHIM
cucrtemi opraniB [8]. TTpubmusHo y 40 % XBOpHMX 3aXBO-
pIOBaHHS NeOIOTYE 3 ypaXkKeHHsI OJHOTO opraHa B opmi
00’€MHOTO YTBOPEHHS, 10 BUKJIMKAE CHeUM@iyHi IIpo-
SIBU 3aJIeXXHO Binm jokanizauii. CMMOTOMU BapilOIOTh Bil

Tabnmys 1. HomeHnknarypa npossis 1gG4-33 [2]

YpaxeHui opraH

Ha3Ba 3axBoproBaHHs

MigwnyHkoBa 3anosa

IgG4-3anexHuin naHkpeaTuT (aBTOIMYHHUI NaHKpeaTuTt
1-ro Tuny)

JKOBYHI NPOTOKM, XOBYHUIN MiXyp i nediHka

1gG4-3anexHunin CKNepo3nBHUI XOMaHriT
IgG4-3anexHuin xoneuncTut
IgG4-3anexHa renatonaris

LLnTonogni6Ha 3anosa

IgG4-3anexHuin Tupeoigut

CnuvHHI Ta cni3Hi 3ano3u

IgG4-3anexHnii fakpioageHit

IgG4-3anexHuin cianoageHit

IgG4-3anexHuii napotut

IgG4-3anexHe 3axBOPIOBaHHSA NigLLenenHmx 3ano3

OpbiTta

IgG4-3anexHe odpTanbMOonoriyHe 3axBOPHOBaHHS
IgG4-3anexHa 3ananbHa NCeBAonyxMHa op6iTn
IgG4-3anexHe naHopbiTanbHe 3ananeHHs
IgG4-3anexHuin op6iTanbHUA MiO3UT

JlereHi, cepefoCTiHHA, NneBpa, Nepukapa

IgG4-3anexHe 3axBOPIOBaHHSA NereHb
IgG4-3anexHuin megiacTuHIT
IgG4-3anexHnii nnespuT
IgG4-3anexHnii nepmkapamT

Hupkn

IgG4-3anexHe 3axBOPIOBaHHSA HUPOK
IgG4-3anexHnit TybynoiHTepcTuliansHUn HedbpuT
IgG4-3anexxHuin MemMbpaHO3HUI roMepynoHedpuT

3ao4epeBNHHUIA NPOCTIp, apTepii, 6pmxa

IgG4-3anexHuin peTponepuToHeansHuin ibpos
IgG4-3anexHnii aopTuT/nepiaopTut
IgG4-3anexHnii nepiapTepiit

IgG4-3anexHnii Me3eHTepuT

LLkipa

IgG4-3anexHe 3axBOPIOBaHHSA LUKipU

lnodia

IgG4-3anexHwuii rinogianTt

Mo3KoBi 060M0HKM

1gG4-3anexHuin naxiMeHiHriT

JlimpatnyHi By3nu

IgG4-3anexHa nimcageHonaris

Mono4Ha 3ano3sa

IgG4-3anexHnit macTut

MepenmixypoBa 3anosa

IgG4-3anexHwnii npoctaTuT
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HaOpPsSIKy ypakeHUX OpraHiB (CJIMHHUX i Ci3HMX 3aj103,
JiMbaTUYHUX BY3JTiB) 10 OOCTPYKILii (ITPOTOK MiAIILTYHKO-
BOI 3aJ103U1, CEYOBO/IIB), AMCPYHKIIiT opraHis (rirnodizapHa
HEIOCTaTHICTb BHACIMOK Tinmodi3nuTy, HUPKOBAa HEAOCTAaT-
HICTb) i HaBiTh HEBIIKJIAAHUX CTaHiB (TOCTPUIA A0PTATBHUI
CUHAPOM, MaXiMEHIHTIT, MaHKpeaTuT). ¥ HEeBEJUKOI KiJib-
KOCTi XBOPHUX CIIOCTEPITaloThCsl KOHCTUTYILIITHI CUMIITOMU,
30KpeMa JIMXOMaHKa Ta CXyIHeHHs [9].

AiarHoctuka IgG4-33

Hnsa piarHoctuku IgG4-33 BUKOPUCTOBYIOTH AiarHOC-
tnuHi Kputepii H. Umehara et al. (2012), o 6a3yoTbcst
Ha KJIiHIYHUX, iIMyHOJIOTIYHUX i TiCTONATOJOTIYHUX O3Ha-
Kax (tabJ. 2).

¥ 2019 pouii Ha mopiuHomy 3’1311 EULAR/ACR y Yu-
Karo OyJiv 3aTBepIKeHi Kiacudikariiiiii kpurepii [gG4-33
[1]. TMepimm KpokoM y BcTaHOBJIeHHI aiarHo3y IgG4-33 €
ineHTu(ikais KJIiHiYHOrO/PEHTIEHOJIOTIYHOTO ypaskeHHSI
TUIOBOTO opraHa (IMiIILTYHKOBA 31032, JXOBYHi TPOTOKH,
opOiTH, CIIi3HI 3a7103M, BENIWKi CIWHHI 3aJI031, 3a04Yepe-
BUHHHMI TIPOCTip, HUPKM, aopTa, M SIKi 000JIOHKHM MO3KY,

IMTONOAIOHA 3a103a). Y Malli€eHTiB 0e3 3aaydyeHHs Mpu-
HaliMHi OTHOTO 3 IIUX OPTraHiB BUKJIIOYAETLCSI UMOBIPHICTh
IgG4-33. HacTynHUM KpOKOM € MepeBipKa BiICyTHOCTI y
MaiieHTa KpuTepiiB BUKIIOUYEHHs (Tabu. 3). 3aBepluajib-
HUM €TarioM € BUSIBJICHHSI JIOCTaTHBOI KiJIbKOCTI Kiacudi-
KaLifHUX O3HAaK IIJII OCTaTOYHOTO ImiaTBepakeHHs [gG4-
33 (Tabn. 4).

IgG4-3aAe)XXHe 3aXBOPIOBAHHS HUPOK
(IgG4-33H)

VpakeHHsT HUPOK CITOCTEpiraeThest y 0amspko 15 %
xBopux Ha IgG4-33 [10]. XBopiloTh MepeBakHO YOJIOBi-
ku (73—87 %), cepenniit Bik — 65 pokis [11]. Y mawieHTiB
YacTO HasIBHI CYIyTHIi MTO3aHUPKOBI MIPOSIBU (Ciajloa/ieHiT,
MaHkKpeaTut, JiMpaneHonartist). XapakTepHUM € TiABU-
LLIEHHS piBHS 3arajibHoro cupoBaTkoBoro IgG, I1gG4, IgE,
kpeatuHiHy [10]. 3MiHM MapkepiB 3amajbHOTO MPOLIECY,
takux sk LLIOE i C-peakTuBHUI1 OiJIOK, HE € XapaKTepHU-
MU JUTSI 1IBOTO 3aXBOPIOBAHHS i HE KOPETIOIOTh 3 MOT0 aK-
TUBHicTIO. Lle BaXJIMBO BpaxoBYBaTH ITiJl Yac MPOBEACHHS
mudepeHniaabHoi giarHoctTuku 3 AHLIA-aconiliioBaHuMu

Ta6bnuys 2. fiarHocTn4yHi kputepii IgG4-33 [3]

JOocnigXxeHHsa

XapakTepHi 03Haku

HiarHo3s IgG4-33

KniHiune (1)

OndoyasHe/nokanbHe 36inbLUeHHs abo nyxnmMHonomiéHe yTBo-
PEHHSA B OQHOMY YU KiflbKOX OpraHax

BiporigHnini: 1 +2 + 3

IMyHonoridHe (2)

MigBuweHHs BmicTy IgG4 y cupoBarui kposi (> 135 mr/gn)

VimosipHuii: 1 + 3

hi6po3.
licTonoriune (3)

30py)

BupaxeHa nimcouuTtapHa i nnasmoumtapHa iHinsTpawis i

IHdinbTpauis IgG4+-nnasmaTnyHuMmn KnitnHamm (iHgekc
19G4+/1gG > 40 % i > 10 IgG4+-nnasmaTuyHmx KNiTuH y Noni

Moxnueuni: 1 + 2

Tabmmysa 3. ACR/EULAR: knacugpikauiviHi Kputepii BuknovyeHHs 1gG4-33

L. JlnxomaHka
KniHiyHi - - - — -
BigcyTHicTb Bignosigi Ha Tepanito 'K
JlelikoneHis i TpomboUMTONEHIS
L. MepudepnyHa eo3nHodinis
CeponoriyHi

MoauTtmeHicTb 3a AHLIA, aHtuTinamu oo acdHK, Ro, La, SM, RNP, Jo-1, Scl-70

Kpiorno6yniHemis

LLiBnaka peHTreHomnorivyHa nporpecis

AHoMmanii goBrnx KicTok, Lo BignoBigaTb XBopobi Eparerima — Yectepa

PeHTreHonoriyHi -
CnneHowmerarnis

O3Haku 3n0sKICHOro HOBOYTBOPEHHS ab0 iHeKLii

MepBuHHE rpaHyneMaTo3He 3ananeHHs

HekpoTnamBHWIA Backynit

IHbinbTpauis 3nosKicHUMK KniTMHaMmm

FicTonoriyHi BupaxeHa rictiountapHa iHinstpadis
BupaxeHna HenTpodinbHa iHdinsTpauis
BupaxxeHunin Hekpo3
O3Haku 3ananbHoi Mioibpo6IacTUYHOT MyXINHKN
CneuundivHi . . .
3aXBOpIOBAHHS XBopob6a KactnemaHa, xsopoba KpoHa, BUpa3KoBUIM KONIT, TUPeOiguT XalummoTo
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BacKyJliTaMu i MyJIbTULIEHTPUYHOIO XxBopoboto Kactiema-
Ha [12]. [TigBuienuii piseus IgG4 y cupoBariii KpoBi crio-
CTepiraeTbcsl MpakTUYHO y Beix xBopux 3 1gG4-33H, Toni
sk y 6;u3bKo 30 % xBopux 3 1gG4-33 6e3 ypaxkeHHsT HU-
pok KoHueHTpalist [gG4 3anumaeTscst HopMmaibHoto [11].
Pisenb IgG4 pi3ko 3HMKYETbCS TIC/ST YCITIIIHOI Tepartii
I'K, ajie TOBTOPHO MiABUIILYETHCS MPUOINU3HO Y TOJOBUHU
XBOpHUX Ha (PoHi minTpumyrodoi Teparii I'K 6e3 oueBuaHmX
peunanBiB 3aXBOproBaHH [13].

OCHOBHUM iHCTpYMEHTAJIbHUM METOOOM OOCTEXEeH-
Ha npu IgG4-33H e xomm’rotepHa tomorpadis (KT) 3
KOHTPACTYBaHHSIM, 110 BUKOPMCTOBYETHCSI IJISl OLIIHKH
MOIIMPEHOCTI IPOLleCy Ta KOHTPOJIO 3a mepediroMm 3a-
XBoploBaHHs1. KOpHCHOIO € TaKoX MO3UTPOHHO-eMiciiiHa
toMorpadis (ITET) 3 18-pTopne30KcUrioko3o, 1o 10-
3BOJISIE BUSIBUTM aKTUBHI 3amajibHi YpPaKeHHsI, OLLiIHUTH
CTYMiHb MOIIMPEHOCTI 3aXBOPIOBAHHS Ta PeaKIlilo Ha JIiKy-
BaHHS, a TAKOX BU3HAYMTHU TOUYHE MicLie ajis1 Giomncii [6].

Po3spizHsioTs Tpu ocHOBHI (hopmu IgG4-33H [10]:

1) IgG4-3anexunii TyOyIOiHTepCTULIATIBHIN HEeGPUT
(TIH);

2) IgG4-3anexHuii MeMOpaHO3HUI TJIOMepyJIOHEPPUT
(MI'H);

3) BTOpUMHHMI TigpoHedPo3 BHACTINOK CTUCHEHHS Ce-
yoBoniB mipu IgG4-3anexXHOMY peTpONEpPUTOHEATbHOMY
Gibpo3i.

TIH e nafinouupeHiiio GopmMoio ypaxkeHHsT HUPOK
npu IgG4-33. VY 6inbwocti Bunankis TIH miarHocTyioTh
Ha (GOHi BXe MiATBEPIKEHUX eKCTpapeHaTbHUX TPOSIBiB
1gG4-33 (v 39 % xBopux HasiBHUI aBTOIMYHHMI MTaHKpea-
AT 1-ro TINy). KIliHiuHO ypaskeHHsS HUPOK MOXe TTPOsiB-

JISITUCH MOPYIIEHHSIM (DYHKIIiT HUPOK 3 JIETKOI/TIOMipHOIO
MPOTEIHYpi€l0, B PiIKMX BUITaJKaX MOXJIMBA TeMaTypist
[11]. Ha BinmiHy Bin MeaukaMeHTO3HO-iHAyKoBaHoro TIH
IgG4-3anexnuit TIH mepeBaxkHO He CyIMpOBOIKYETHCS
JIEUKOLIMTYPi€I0 200 MOSIBOIO JIEMKOLIMTAPHUX LIWJIIHIPIB Y
ceui [13]. HeppoTnuHmii CHHAPOM He € XapaKTePHUM JIJIST
IgG4-3anexnoro TIH, 3a iioro HasiBHOCTI c1i 3amino3pu-
™ cynytHiit MTH. Y 60 % xBopux i3 IgG4-3anexxaum TIH
HasBHa rimokomiieMeHTemis (3umkeHHs CH50, C3, C4),
1o He € xapakTepHuM mis [gG4-33 6e3 ypaxkeHHSI HUPOK.
[loBTOpHE 3HMKEHHSI PiBHSI KOMIUIEMEHTY Y XBOpHX, Y
sIKHUX OyJia TiMmoKOMILJIEMEHTeMis 10 TToYaTKy Tepariii, aco-
Lil0€Thes 3 MoxkuBuM petpansom IgG4-33H. YV 30 % na-
LIIEHTIB MOXJIMBE BUsIBIeHHSI AHA B HU3BKUX TUTpax 0e3
crienudivHoro criekrpa aHTuTia. Kpim toro, y 40 % xBo-
pUX HasBHiI mepudepuyHa eo3MHOMIIS Ta TMiABUILIEHHS
cuposatkoBoro IgE [11].

Haiinommpenimmmu nposisamu [gG4-3anexHoro TIH
Ha KT € MHOXMHHI TBOCTOPOHHI BOTHUIIA HU3HKOI ITiTh-
HOCTI, TIepeBaXHO Y KipKOBOMY IlIapi HUPOK, 1110 CITOCTE-
piratotbest y 6m3bKo 40 % marienTis [10]. PospisHsiioTs 4
ocHoBHi KT-marepuu Boraum npu IgG4-3anexxnomy TIH
(puc. 1):

1) nepucdepuuHi By3auku < 1 ¢cM y KipKoBoMmy Ilapi
(puc. 1A);

2) 4iTKi a00 MajIouiTKi OKpyrjii Boruuiia (puc. 1b);

3) kmHOMNoniOHi BorHuia (puc. 1B);

4) nudy3Hi HeompHOpiaHI BorHuia (puc. 1IN).

IHmmm moxxnuBum miposieom IgG4-3anexnoro TIH e
MOTOBIIEHHSI HUPKOBOI MUCKU (puc. 2A), 1110 MOTpedye
nudepeHIiabHOI 1iarHOCTUKW 3 TIETOHEDPUTOM, JIiM-

Tabnmys 4. ACR/EULAR: knacuepikauiviHi Kputepii BktoyeHHs1 IgG4-33

[omeH Banun
Bue 3a Hopmy B < 2 pasis 4
PiseHb 1IgG4 Buiue 3a Hopmy B 2-5 pasis 6
Buiue 3a Hopmy B > 5 pasis 11
) . . . . LLinbHi nimconnasmouuTapHi iHinsTpaTtn (LLUJTI) 4
;gzgﬁac;(r‘lamzm iMyHoricToXiMi4He LTI + o6riTepytomit oneGiT 6
LLJTI + cnipanenogi6Huin goibpo3 13
- . . YpaxeHHs ofHiei rpynu 3anos 6
CriaHi Ta BeNKi ki sanosm YpaxeHHs OBox i 6inbLue rpyn 3anos 14
o MepunbpoHxoBackynspHe Ta centasnbHe NOTOBLUEHHS 4
FpyAHa KiiTka i rpyaHa aopta [MapaBepTebparnbHi M'SKOTKaHUHHI MyYKW y FPYOHIV KITiTLj 10
OndpysHe 36inbLUEHHs MiALLMTYHKOBOI 3ano3n (BTpaTa
. 4acTO4KOBOI 6y[0BN) 8
Qiﬁ;ung:;iazsfnosa Ta OundpysHe 36inbLUEHHs NiGLWAYHKOBOI 3a5103u i KancynonogioHun 11
P P 06i00K 3i 3HMKEHOHO LUINBHICTIO 19
3anyyeHHs nigLIyHKOBOI 3a503u i 6iniapHoro TpakTy
linokomnnemeHTemis 6
HUDKM [MOTOBLUEHHS HUPKOBOI MUCKM 260 M’AKOTKaHWHHI yTBOPEHHS 8
P [BOCTOPOHHI BOrHMLLA HU3bKOI LLNBHOCTI Y KipkOBOMY LUAPI 10
HMPOK
IOndpy3He NOTOBLUEHHSA CTiIHKM YepeBHOi aopTu 4
3ao4epeBNHHWIA NPOCTIp M’AKOTKaHMHHI CTPYKTYPW HaBKOJO KIy6oBMX apTepint a6o aopTtu 8
HVKYE BIOXOKEHHS HUPKOBUX apTepiin

lpumitka: gns sBctaHoBneHHs giarHo3y 1gG4-33 HeobxigHo > 20 6anis.
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¢domo10, MeTacTazaMu IyXJIMH, eMOOJIYHUMU ypaXKeHHSI -
M. Y 20 % XBOpUX CIOCTEpIira€Thes mudy3He 301UTbIICH-
Hs1 000X HMpOK (puc. 2B). MoXJMBe TaKOX BMSIBIICHHS
00’€MHOTO TyXJIMHOMOMIOHOTO YTBOPEHHS, 110 BUXOAUTH
3a MEXi HUPKU Ta Haraaye HUPKOBO-KJIITUHHY KapLIMHOMY
(puc. 2b) [10].

Hns IgG4-3anexxnoro TIH xapakTepHi ki1acuyHi Tic-
tojoriudi o3Haku IgG4-33, xoua oOmitepyrounii ¢Jedit

CIHOCTEPIra€ThCsl MOPIBHIHO PiaKko. TUITOBMMM O3HaKaMu
€ 3oHanbHUit TIH 3 iHdinerpanieto IgG4-M03UTUBHUMU
KJIiTMHAMM, cripaienoaioHum ¢idposzom i aTpodiero Ka-
HaJbLiB. MeTonoM iMyHO(MIIyOPeCIIEHTHOI Ta eJIEKTPOH-
Hoi Mikpockorii (EM) BUSIB/ISIIOTH BinKJIagaHHS ASTTO3UTIB
iMmynHux komiuiekciB (1K) y 6asanbHiii memOpani (bM)
KaHaubliB (HaBeneHi nepesaxHo IgG, C3, Clq). ImyHo-
ricToXiMiYyHe JTOCIIIKEHHS JO3BOJISIE€ BUSIBUTU TUIOBI TSI

PucyHok 1. KT-narepHu Borumwy npm 1gG4-3anexHomy TIH: A — nepugpepunyHi By3nuku < 1 cM y KipkoBomy
wapi; b — 4iTki a6o manoYiTki okpyrsi BorHuwa; B — knuHonogi6Hi BorHnwa; I — angpy3Hi HeogHopigHI
BorHuwja [14]

PucyHok 2. IHwi KT-o3Hakun IgG4-3anexHoro TIH: A — noToBLYyeHHs1 HUPKOBOI MuCku; B — nyxnuHonopgi6He
YTBOPEHHS y BiNsiHUi BEPXHbOro nostoca HUpPKu; B — angpy3sHe 36inbLueHHs1 HUPOK [12]
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1gG4-33 3minu: cniBBinHomeHHs 1gG4/IgG* miasmonu-
TiB > 40 %; xinbKicTb IgG4*-nna3mouutis > 10 B o 30py
(r/3) [10].

Icnye 2 Buam pgiarHocTuyHuMX KputepiiB  IgG-
3anexHoro TIH, KoxeH 3 sikux 6a3yeTbcsl Ha TiCTOJOTIY-
HUX, Bi3yasi3aliiHUX, CEpOJIOTIYHUX i KIITHIYHUX O3HaKaX
(Tabu. 5) [15].

Bropunnnit MI'H € equrnM BapiaHTOM ypasKeHHST KITy-
0oukiB HupoK npu IgG-33 i cmocTepiraeTbest MPUOIU3HO
vy 7 % xBopux 3 IgG4-33H [10]. ¥V 50 % nauieHTiB HasB-
Huii cynytHiit TIH (Ha BigmiHy Bin imiomatnunoro MI'H).
Bropunnuit MI'H yacTo cynmpoBomXyeTbCsI HE(POTUUHUM
cuHapoMoM. [lpu ricTosoriyHOMy HMOCIHIIKEHHI PiaKO
crocTepiraroThes JiMdoruiazMmounTapHa iHdibTpaltist Ta
cnipaienoaionuiit ¢iopos. [pu imyHobayopeciieHTHOMY
nJocaimkeHHi Ta EM BUsIBJISIIOTh cyOeriTeniaabHi 1ero31-
TU MEMOpPaHO3HOTO marepHy (MPeACTaBIeHi MEPEeBaXKHO
1gG4), npu ibOMY BiICYyTHI I€TTO3UTH aHTUTLJI 10 PELIETITO-

pa cexperopHoi ¢ocdomninazu A2 (PLA2R), 1m0 BaxkinBo
BpaxoByBaTH Till yac audepeHIliabHOl 1iarHOCTUKH Tep-
BuHHOTO i IgG4-3anexxnoro MI'H (ta6i. 6) [10].

3riIHO 3 AJITOPUTMOM HiarHOCTUKU SITTOHCHKUX JOCIIi/I-
HUKIB, HAassBHICTh MOIIKO/KEHHSI HUPOK (3MiHU B 3arajib-
HOMY aHaJi3i cevi, peHTTeHOJIOTiUHI MPOSIBU, 3HUKEHHS
(byHK1IiT HUPOK) y MOENHAHHI 3 MiABUIIEHHSM PiBHS 3a-
rajibHOro cupoBaTKoBoro IgG/IgE abo rimokomruieMeH-
TeMIi€I0 € TEepIIMM E€TarioM, Ha SKOMY CJIil 3amiZo3pUTH
IgG4-33H (puc. 3). Ilicas BUKIIOYEHHS iHIINX 3aXBOPIO-
BaHb (CUCTEeMHMIT YepBOHMII BOBYAK, CUCTEMHi BACKYJIiTH)
HeoOXimHo minTBepauTu miaBuieHHs piBHA IgG4 y cupo-
BaTLi KpoBi. HacTymHMM eTaroM € olliHKa XapaKTepHUX
PEHTIeHOJIOTIYHUX i TiICTOJOTIYHMX MPOSIBiB. Y Malli€HTIB 3
HEMOXJIMBICTIO TIpoBeIeHHs Oioricii HupKu niarHos 1gG4-
33H 06a3yeTbcs Ha OCHOBI THUIOBUX PEHTTEHOJOTIYHUX
MPOSIBIB 32 YMOBM TiCTOJIOTiYHO TiATBep/KeHoro 1gG4-
3aJIe3KHOTO YpaXkKeHHs iHIuX opraHis [11].

Ta6bnuys 5. Kputepii IgG4-3anexuoro TIH [15]

Kputepii AnoHCbKOro ToBapucTea

BM kaHanbuiB 3a gaHumu imyHodbryopec-
LeHuji, imyHoricToximii Ta/a6o EM

Kputepin KpuTtepii kniHiku Mewno Hedhposorie
> 10 IgG4+-nna3mouuTis y n/3 LLinbHi nimdonnasmoumntapHi iHdinsTpa-
FiCTonoNYHMIA (oboB’I3K0BUI KpUTeEpin); geno3untn IKB | TM 3 > 10 IgG4+-nnasmoumTiB y n/3 Ta/

a6o cniseigHoLLeHHs IgG4/1gG+ > 40 %;
cnipanenofi6Hun ibpo3a

BisyanizaujinHui

Hesenuki nepudepunyHi By3nnkn HU3bKOI
LLiNIbHOCTI Y KipKOBOMY LLIAPI, KpYrAi/Knu-
Honofi6Hi BorHuLLa abo anudysHe HeogHo-
pigHe ypaxkeHHs

MHOXWHHI BOrHMLLIA HU3bKOI LLiNbHOCTI,

OVdy3He 36iMbLUEeHHS HUPOK, rinoBacky-
NAPHWIA CONiTapHWIA BY30/1, MOTOBLLEHHS
HUPKOBOI MUCKM

CeponoriyHuin

MigBuwenHs IgG4 a6o IgG

MigBuwenHs IgG4 a6o IgG

KniHiYHi 03HaKn

KniHiyHi/nabopaTopHi 03HaKM ypaxeHHs
HUPOK

YpaxeHHs iHLLIMX opraHis

O3sHaku IgG4-33 B iHLWKMX opraHax

O3sHaku IgG4-33 B iHLWKMX opraHax

Buanauenwnii IgG4-3anexHuii
TIH

licTonoriyHn KpuTepin + > 1 iHWK
KpUTepin

FicTonoriyHM KpUTepin + > 2 iHLWi Kpn-
Tepii

Ta6bnuys 6. AngpepeHuianbHa giarHocTuka nepsuHHoro ¥ 1gG4-3anexHoro MIH [16]

NepBuHHUK MITH

IgG4-3anexHun MIr'H

KniHiyHi npossu

CUCTEM OpraHis

YHacTo 6e3 ypaxKeHHs! iHLLIKX

MonicuctemHe ypaxeHHs (3ana-
NEHHS CNISHUX | CIMHHKUX 3a103,
naHkKpeartuT)

®YHKLiA HUPOK

YacTo B HOpMi

MepeBaxkHO nopyLueHa

CupoBatkoBuii IgG4

YacTo He nigBULLEHNA

YacTo nigBuLLEHWR

JlabopatopHi Tectn

CwuposatkoBun IgE

YacTto B HOpMmi

YacTo niaBuLLLEHNI

PLA2R

YacTo No3nTUBHUM

HeratneHumn

MigTunun IgG

Pi3HOMaHITHI

MepesaxHo IgG4

[licTonoriyni 03HaKn

3MiHu B iHTepcTUuii

Be3 nna3mokniTMHHOI

XKEHHS iHTEpPCTULI0

iHgineTpaLii Ta yacTo 6e3 ypa-

3 NNasmoKmMiTUHHOLO iHGINLTPaLjieto
Ta 4YacTo 3 YPaXEHHAM iHTEpPCTULIO

[NoyaTkoBa go3a NK

MepeBaxHo 1-2 mr/kr/po6y

[MepeBaXkHO HN3bKI | cepeHi [o3n
(He 6inbLie 30—40mr/poby)

Cxema nikyBaHHs

Bigmina 'K

npv HopmMarnisadii cTany

lMocTynoBe 3HMXEHHS | BigMiHa

HeobxigHa nigTpymytoya Tepanis

Vol. 10, No. 1, 2021

http://kidneys.zaslavsky.com.ua

119




Oraga / Review

Perponiepuroneanbuuii ¢i6po3 (PII®P) — xpoHiuHe
3amnajibHe 3aXBOPIOBAHHS 3 BUpaxkeHUM (hidpo3om TKaHUH
3aouepeBUHHOr0 npocropy. PII® 31e6inbiiioro BUHUKAE
Y YOJIOBiKiB CEpPEeIHbOr0 BiKY Ta ACOLIOETHCS 3 MasiH-
HsM. KoiiHiYHO y XBOpuX 3 JBOOIYUHMM MacHUBHUM PO3-
POCTaHHSIM IIiJIbHOT BOJIOKHUCTOI CIIOJIyYHOI TKAHWHU B
peTpOonepUTOHeaNIbHIN KIIITKOBUHI BUHUKAE TBOCTOPOHHS
OOCTPYKIIiSI CEYOBOIIB 3 PO3BUTKOM OOJHOBOTO CHUHIPO-
My It anypii (puc. 4A). 1gG4-3anexHuit aOpTUT 3a3BUYAM
Ma€e 0e3CMMNOTOMHUI mepedir i Moxe OeOIOTyBaTU PO3-
PUBOM aHEBPU3MM aOpTHU. XapaKTepHolo o3Hakoio 1gG4-
3aJIe’KHOT0 aopTUTY, 3a naHuMu KoHTpacTtHoi KT, € kpy-
roBe MOTOBIIEHHSI apTepiaJibHOI CTiHKU, 110 0OYMOBJIEHO
3arajeHHSIM i CKJIepo3oM anBeHTulii (puc. 4b), Ta Hako-
mmmaeHHsT 18-dropnesokcuntokosu 3a nanumu [TET [6].

Oco6AunBocCTi AikyBaHHS IgG4-33H

Takrtuka BeneHHst xBopux 3 IgG4-33H 3aranom Bino-
Opaxae npuHUMNK JikyBaHHs [gG4-33 [4, 18—22]. HagiTb
CYOKITIHIYHE YpaxkKeHHSI HUPOK MOXE IPU3BECTU IO TSK-
KMX HEOOOPOTHMX YIIKOIKEHD IIPOTSTOM KiJIbKOX MIiCSIIiB
i TOMy IOTpeOye HeraifHOro JiKyBaHHS. Y IESIKHUX BUITAIl-
Kax BUHMKA€E MoTpeda B TEPMiHOBOMY XipypriYHOMY BTpY-
YaHHi, 30KpeMa Ip1 00CTPYKIIil ceuoBoiB [6].

I'K € nmpenapaTamMu mepiuoi JiHiil JIst iHAyKILii peMi-
cii y Bcix xBopux 3 IgG4-33H 3a BigcyTHOCTI TpoTHUIIOKA-
3aHb. 3A€0iIbIIOro JJIsl CTApTOBOI Tepallii BUKOPUCTOBY-
10T TpeaHi30J0H B 1031 0,6 Mr/Kr Ha no0y. Bimmosinb Ha

teparito I'K 3a3Buuail cmocTepira€Tbcsi MpoTIroM KibKOX
TUXXHIB: 3HUXKYETbCS PiBEHb CUPOBATKOBOTO KPEATHHIHY,
IMiIBUIIYETbCSI KOHIICHTPALLiSI KOMITJIEMEHTY Ta HOpMaJli-
3yetbest piBeHb IgG4. LlikaBo, 1110 BiAINOBiAL Ha Tepario
I'K He KopeJio€ 3 TiCTOJIOTIYHUM HaTepHOM, OCKIJIBKU, 3a
NAHUMU KJIiHiKM Meio, HaBiTh y MAIliEHTIB 3 BUPaKEHUM
iHTepcTuLiitHUM (iOpo30oM Oysia Xopoliia BifIoBilb Ha Jii-
kyBanHg 'K [21]. ¥V xBopux 3 IMOYaTKOBHMHU IIPOSIBAMU
IgG4-3anexnoro TIH micima ycmimnboro mikyBanHsg 'K
PEHTTEeHOJIOTIUHI 3MiHM 4YacTO IIOBHICTIO 3HUKAIOTH 0e3
pyOioBaHHs uu atpodii [12]. OmHak y 3HaYHOI KiJIbKOCTI
Mali€HTIB HaBITh IiC/s YCHIIIHOTO JIIKyBaHHS MOXE BU-
HUKATHU BOTHUILEBa a00 nudy3Ha aTpodist KipKoBOro 1apy
HUpoK (puc. 5). SIKiIO HA MOMEHT TOYATKYy JIiKYBaHHS
IIBUIKICTh KITyOOUKOBOI (hiTbTpaltii craHoBuTh < 60 MJI/XB,
(byHKI1ist HUPOK BiTHOBJTIOETHCS JIMILIE YACTKOBO (IepeBak-
HO B IMEPIINIA MiCSI1b, a TOTIM YTPUMYETHCSI Ha OJTHOMY PiB-
Hi). OnucaHi BUNaaKy pO3BUTKY TePMiHAJIBbHOI CTalil HUP-
KOBOI HEIOCTATHOCTI, 1110 TTOTPeOyBaio 3aMiCHOI HUPKOBOI
teparii [12]. Y 6im3bKo 30 % narieHTiB micas TpUITMHEHHS
nmikyBanHs 'K BUHMKAIOTh peuauBU, TOMY SITOHCBKI H0-
CIIITHUKY PEKOMEHIYIOTh ITOCTIHY MTiATPUMYIOUY TepaIlito
I'K [12]. [IpenukTopaMu peliMAUBIB € TOBTOPHA IOsIBA Ti-
MoKoMIUieMeHTeMii [12], mpoTeinypii, miABUILIEHUX PiBHIB
1gG4, IgE, unpkymorounx eo3uHodinis [20—21].
EkcriepTHi ITyMKM 3aJMIIAIOTBCS HEBU3HAYEHUMU
1I0/I0 MUTAHHSI, YU CJIijl 3aCTOCOBYBaTH iMYHOCYIIPECHBHI
3aco0M B iIHIYKUIMHIN i miaTpumyrodiit Teparii, okpim I'K.

O3HaKM ypakeHHA HUPOK (3AC, peHTreHo oriYHi, 1abopaTtopHi) + T IgG/IgE, rinokomniemeHTeMin

l Tak

lHi

BignosigHicTb KpuTepiam CYB, BacKyiTiB TOLWO

BignosigHicTb Kputepiam Alll 1-ro Tuny

Tak

lHi

Hi

Cvposatkosui IgG4 > 135 mr/an

O3Haku 1gG4-33 i cuposaTkosuit IgG4 > 135 mr/an I

Hi Tak

ManolimosipHo l

L Moxnusa 6ioncia HUPKK

Tak

Hi

BuKAtOYEHHS NiMPOMM, KapLUHOMMK,
iH®aPKTY HMPOK, NienoHedpUTy

Tak Hi

Tak Hi

ManolimosipHo

Hi

Moxnusa 6ioncia HUPKK I

Tak Hi

HegiarHocTnyHa

> 10 IgG4*-nnasmoumTiB B NoJii 30py

ManolimosipHo

Ta/a6o IgG4/IgE > 40 % B iHWOMY OpraHi

Tak Hi

YParKeHHS HUPOK

MNigo3pa Ha IgG4-3anexHe

MasnoiimosipHo

PucyHok 3. fiarHocTuynmii anropntm IgG4-33H [11]
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PucyHok 4. KT-o3Haku PI1® npu IgG4-33: A — BBOCTOPOHHI rigpoHehpo3; b — M’ AKOTKaHUHHE Y TBOPEeHHs
HaBKoJ10 YepeBHoi aoptu [17]

PucyHok 5. 3miHa Bizyanizauivinnx npossis IgG4-33H nig 4ac tepanii IK:
A — MHOXWHHI BOrHuLa HU3bKOI WiNIbHOCTi B 060X HUpKax; b — 4Yepes 2 micsayi nicns noyatky tepanii MK:
rnoBHe 3HUKHEHHS1 BOrHULL HU3bKOI LWifnbHOCTi 6e3 aTpodii B niBivi HUpUI (cipa cTpinka), nosiBa atpoghiyHnx
pyb6uis y npaBivi Hupui (YopHa ctpinka) [13]
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3riIHO 3 KOHCEHCYCHUMU PEKOMEHAIliSIMU, BUKOPUCTaH-
Hs1 iIMyHOCYNIpecopiB JOLJIbHE Yy BUMaakKax, Koiau npo3a 'K
He Moxe OyTM 3HMXKEHa 4epe3 MOCTiiiHO BHUCOKY aKTHB-
HicTb 3axBoproBaHHSs. Cepel IUTOCTATUKIB IS JTiIKYBaHHSI
I1gG4-33 BUKOPUCTOBYIOTH a3aTiONpUH, MikodeHomaty
ModeTus1, MeToTpeKcaT, 6-MepKanTOIypruH, TaKPOTIMYC i
mukinodocdamin. [Ipore epeKTUBHICTH UX TIpenapaTiB He
OyJ1a olliHEHa B IPOCIIEKTUBHUX JOCTIIKeHHIX [9].

V xBopux 3 peruauBHuM nepedirom IgG4-33H abo pu
CTEepOiTOPE3UCTEHTHOCTI MOXJIMBE 3aCTOCYBaHHS PUTYK-
cuMaoy (inrioitop CD20+ B-nimdouuti; RTX) [20—23].
3a nanumu M. Ebbo et al. (2017), kitiHiyHa BiamoBiab Oyia
orpumaHa y 93,5 % mnauientiB 3 IgG4-33 uepe3 Mmicsib
micasa movatky Tepamnii RTX. HampukiHui mociaimkeHHs
immina 'K Gyma mocsirHyta y 51,5 % mnarttieHTis; cepen-
Hs miaTpumyloda no3a 'K cranosuna 9,6 + 9,3 mr/mo6y.
[IpoTe mpoTSIromM cepemHbOro Mepioay CIOCTEPEKEHHS
(24,8 = 21,0 mic.) y 41,9 % nauieHTiB BiOyBCs pelUINB
3aXBOpIOBaHHS yepe3 19 £ 11 mic. micast mpunMHEHHS Te-
pamii RTX. Haromicts minrpumyroua teparmis RTX Bipo-
TiTHO CIIpUsUIa TPUBAJIIIIOMY Oe3peLMAMBHOMY IIEpiOmy
(p = 0,02) [24]. I xo4a pe3yabraTy OCTaHHIX OOCTIIKEHb
€ MEePCIEeKTUBHUMU, O0CI BiICYTHIl KOHCEHCYC 1100 0~
3yBaHHs Ta yacToTu 3actocyBaHHs RTX npu IgG4-33H.

BucHoBKMU

Otxe, ypakeHHSI HUPOK € OIHUM i3 HaiiuacTillluX Mpo-
siBiB 1gG4-33. KiiHiyHa KapTMHa Ha IMOYaTKy 3aXBOPIO-
BaHHS 4aCTO HEBMPaXXeHa, TOMY BaXKJIMBa POJIb Y BCTAHOB-
JIEHHI JiarHO3y HAJIEXUTh IHCTPYMEHTAJbHUM METOoiam
nociimkeHHs. 3okpema, tunoBuMu KT-o3nakamu 1gG4-
33H € MHOXWHHI IBOCTOPOHHI BOTHMIIA HU3BKOI IIiTb-
HOCTI Yy KipKOBOMY IIIapi, IMOTOBIIEHHS HUPKOBOI MMCKH,
nudy3He 30iIbIIeHHsS 000X HUPOK, a TaKOX BUSBICHHS
00’€MHOT0 MyXJIMHOIMOAIOHOTO YTBOPEHHSI. YpaxKeHHsI HU-
pok nipu 1gG4-33 yacTo CcympoOBOMXKYETHCS TiMOKOMILIE-
MEHTEeMi€l0, MiaBUIeHHSIM cupoBaTtkoBoro IgG4, IgE, ne-
pudepuuHoto eo3uHodiniero. s IgG4-33H xapakTepHa
Xopollia Bianosiap Ha Teparnito 'K, nmpoTe HaBiTh He3HaUHa
3aTpUMKa B JIIKyBaHHI MOXe MPU3BECTH JO BUHUKHEHHS
TSDKKUX HEOOOPOTHUX YIITKOIKEHb HUPKOBOI TKAHWHU.

Konduaikr iHTepeciB. ABTOpuU 3asiBJISIIOTH TIPO BifICYT-
HiCTh KOHQIIIKTY iHTepeciB i B1acHOI (hiHaHCOBOI 3alliKaB-
JICHOCTI TIpH ITiATOTOBIII i€l CTATTi.
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IgG4-related kidney disease

Abstract. 1gG4-related disease (IgG4-RD) is an immune-me-
diated fibro-inflammatory disease characterized by the forma-
tion of sclerotic tumor-like masses with dense lymphoplasmacytic
infiltrates containing a significant number of IgG4-plasma cells.
IgG4-RD is characterized by a wide range of clinical manifesta-
tions since the disease can involve almost any organ. Renal da-
mage is observed in about 15 % of patients with IgG4-RD. The
article presents a review of data about clinical manifestations of
IgG4-related kidney disease (IgG4-RKD), specific features of
diagnosis, and modern treatment approaches. The review of sci-
entific publications was conducted in the international electronic
scientometric database PubMed using keywords “IgG4-related
kidney disease”, “IgG4-RKD radiographic findings”, “IgG4-
related tubulointerstitial nephritis”, “IgG4-related membranous
glomerulonephritis” over the period 2012—2020. The most com-
mon renal lesions in IgG4-RD are tubulointerstitial nephritis and
membranous glomerulonephritis. They occur predominantly in
older males. At the time of diagnosis, patients mostly already have

SipemeHko O.b., KorsaeHko AW

concomitant extrarenal manifestations of [gG4-RD (sialadenitis,
pancreatitis, lymphadenopathy). The clinical picture is usually
vague, although nephrotic syndrome and chronic renal failure may
occur. Typical manifestations of IgG4-RKD on CT are multiple
low-dense foci, thickening of the renal pelvis, diffuse kidney en-
largement. Renal involvement in IgG4-RD is often accompanied
by low levels of complement. Early detection and treatment of
1gG4-RKD are extremely important due to the increase in mor-
bidity and mortality due to the development of chronic kidney
disease. Glucocorticoids (GC) are first-line drugs for IgG4-RD.
Despite a good response to GC, even a slight delay in treatment
can lead to the development of renal tissue atrophy. The use of
immunosuppressive drugs is advisable in cases when the dose of
GC cannot be reduced due to the constantly high activity of the di-
sease. Rituximab (a CD20+ B-lymphocyte inhibitor) may be used
in patients with a recurrent course of IlgG4-RKD.

Keywords: IgG4-related disease; kidneys; tubulointerstitial ne-
phritis; membranous glomerulonephritis; review

HALUMOHAABHBIVI MEAMNLIMHCKIN YHUBEPCUTET MeHn A.A. boromonbLa, r. Knes, YkpamHa
NopayxeHune novek npu IgG4-3aBUCMMOM 3060A€BAHUN

Pesiome. 1gG4-3aBucumoe 3a6oneBanue (IgG4-33) — 310 UM-
MYHOOIOCpenoBaHHOe (hMOPO3HO-BOCTIATIUTENIbHOE 3a00IeBaHKE,
XapakTepu3yoleecss 00pa30BaHMEM CKJIEPOTUYECKHMX —OITyXO-
JIEBUIHBIX MAacc C TUIOTHBIMU JMMGOIIa3MOLUMTAPHBIMU  MH-
duabsTpaTaMu, ColepXKalMMy 3HaYMTebHOEe KojmdecTBo 1gG4-
wa3maTndecknx kietok. Jma IgG4-33 xapakTepeH IIMPOKMiA
CIEKTP KJIMHUYECKUX TMPOSIBACHUM, MOCKOJbKY O0O0Je3Hb MOXET
BOBJIEKaTh TPAKTHUECKM JItoOoii opraH. [lopakeHue rmovek Ha-
omonaercst y okousio 15 % 6onbHbix 1gG4-33. B cratbe npencras-
JIeH 0030p JMTepaTypHbIX JAHHBIX O KIMHUUYECKUX MPOSIBICHUSIX
IgG4-3aBucumoro 3aboseBanus novek (IgG4-33I1), ocobeHHO-
CTSIX IMAaTHOCTUKM M COBPEMEHHBIX MoAXoax K yeyeHuio. O630p
HayYHBIX MYOIMKAIMIl TPOBOIMIICS B MEXIYHAPOTHOM 2JIEKTPOH-
HOIl HayKoMeTpudeckoil 6aze naHHbIX PubMed mo kitodeBbIM
crnoBaM «IgG4-related kidney disease», «IgG4-RKD radiographic
findings», «IgG4-related tubulointerstitial nephritis», «IgG4-related
membranous glomerulonephritis» 3a nepuon 2012—2020 rr. Hauto-
JIee pacIpoCcTpaHeHHBIMM (popMaMy IopaxkeHus rmouek npu 1gG4-
33 gBIAIOTCA TYOYJOMHTEPCTUIMANBbHBIA HEGpPUT U MeMOpa-
HO3HBII TIoMepyioHedput. boseroT vaie MyXYUHBI CTaplIero
Bo3pacTa. Ha MOMEHT yCTaHOBIICHUSI IMAarHo3a y MalrueHTOB Tpe-
HMMYIIECTBEHHO YK€ UMEIOTCS COMYTCTBYIOIINE SKCTPapeHATbHbIC

nposieienus 1gG4-33 (cuanoaneHuT, maHKpeaTHT, JTuMbaaeHoma-
Tust). KinnHuueckasi KapTiHa, Kak MpaBuiio, HEBbIPasKEHHast, XOTsI
MOTYT UMETh MECTO He(DPOTUUECKUIA CUHAPOM U XPOHUUECKAs 10~
YyeyHast HeOCTaTOUHOCTh. TurmmuHbiMu niposieaeHussMu 1gG4-3311
Ha KOMITbIOTEPHOI TOMOTpaUH SIBJISIIOTCSI MHOKECTBEHHbBIE OYaru
HM3KOM TUIOTHOCTH, YTOJIIIIEHKUE TTOYSUHOM JIOXaHKU, Truddy3Hoe
yBeJu4eHue mouek. 3aboneBanue mouek npu I1gG4-33 yacTo co-
MPOBOKIAETCS HU3KUM YPOBHEM KoMIuieMeHTa. CBOeBpeMEHHOe
BoIsiBIeHUe U jedeHne 1gG4-33I1 aBmsieTcss Ype3BbIUAHO BaxK-
HBIM M3-3a YBEJMUEHUS 3200JIeBAEMOCTH U CMEPTHOCTH B PE3YJib-
TaTe Pa3BUTHUSI XPOHUYECKON OOJIE3HU MoueK. [TIOKOKOPTUKOUIBI
(I'K) saBnsitoTest mpemnaparamu niepoit inHuM mipu 1[gG4-33. He-
CMOTpSI Ha Xopolurii oTBeT Ha Tepanuio 'K, maxe He3HAUUTEb-
Hasl 3a[iep>KKa B JICYEHUU MOXKET MPUBECTH K Pa3BUTHIO aTpohun
MouyevyHoit TKkaHu. Vcrnonb3oBaHre UMMYHOCYTIPECCOPOB 1IEJIECO-
00pa3Ho B ciyyasx, koraa ao3a 'K He MOXeT ObITh CHUXKEeHa U3-
3a MMOCTOSIHHO BBICOKOI aKTHBHOCTHU 3a00JieBaHUsl. Y OOJbHBIX C
peumauBupylomM tedeHreM IgG4-3311 Bo3MOXHO TpUMEHEHNE
putykcumaba (maruourop CD20* B-mumdbonuros).

KioueBbie c10Ba: IgG4-3aBucumoe 3a601eBaHNe; TOYKM; TY-
OYJIOMHTEPCTULIMATIBHBIA HePPUT; MEMOPAHO3HBINM TJIOMEPYJIO-
HedpuT; 0630p
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