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Knroyoei cnoesa: IgG4-acouiliosaHi 3axeoprogaHHsi, aymoiMyHHUU naHKkpeamum, xeop=oba Mikyniya, mupeoioum
Pidens, ncesdonyxnuHa opbim, mynbmugokanbHUl ibpocknepos, 3anasbHa aHespusMa YepesHoi aopmu,

XPOHIYHUU CKIepo3yroyuli aopmum

IgG4 — acomiiioBani 3axBoproBanHs (IgG4-A3) — e rete-
pOreHHa rpyna 3aXBOPIOBaHb, SIKi 10 HETAaBHBOTO Yacy Oyiu
BiZIOMi MeMUHI# HayTIi i pisHuMu HazBamu (IgG4-acortiiio-
BaHE CHCTEMHE 3axBoproBaHH, [gG4-acorriiioBaHe ayTOIMyHHE
3aXBOPIOBaHHS, MyJIbTH(OKANEHNH Qidpockiepos, [gG4-mmo-
3UTHBHHUH MYJIBTHOPraHHHH JiMonporidepaTnBHUI CHHA-
poM, cuctemuwnii [gG4-acomifioBaHmif TIa3MaTHIHAN CHHIT-
POM Ta iH), 1 TIIBKY HEIIOJaBHO 00’ €THaHI B OIHY IPYITY, IO
BKJTIOUA€E TaKi HO3OJIOTI1YHI OJMHUIL, K ay TOIMyHHHUH TTaHK-
pearwur (AIIT), xBopoba Mikymiga (XM), Tapeoimut Pinemns (TP),
TICEBAOITYXJIMHA OpOiTH, MyIbTH(OKANEHUN (iOpoCKIIepos,
3arajibHa aHEeBpU3Ma YePEeBHOI A0OPTH, XPOHIUHHH CKIIepO3y-
104mit a0pTHT, ipocTaruT Ta iHmIi [ 1]. [Tepernik mux 3axBopro-
BaHb KO’KHOTO POKY ITEPEIISIAETHCS Ta IOIOBHIOETHCS (IHB.
Tab1.). XapakTepHOIO OCOOIMBICTIO AHOI TPYIH 3aXBOPIO-
BaHb € HasBHICTHh An(y3HOi a00 BOTHMIIEBOI 3araibHOI
IHQIIBTpaLil ypa)KeHHX OpraHiB i TKaHWH IJIa3MaTHYHUMHA
KIiTHHaMH 3 ekcripeciero 1gG4 i momaabIiuM PO3BUTKOM
¢i6po3y BimmOBiAHKUX OpraHiB, mo y 60-70% BUIaaKiB cyIpo-
BOJDKY€ETHCSI T IBUILEHHSIM BMicTy IgG4 B cupoBartiii Kposi [2,
3]. YV xBopux 3 Ig G4-A3 MOIIHBE ypaxKeHHS sIK OJTHOTO OPraHy,
Tak i MynbTA(OKAIBHI TPOSIBH.

EmigeMiosnoris JaHOI MaTOJIOril HEAOCTATHEO BHBYEHA,
TIPOTE 32 JAHUMH TTOMYJBILIHHUX TOCITiKeHb 38-62% XBOpHX —
MIPECTaBHUKH YOJIOBidOi cTaTi y Biri moHayn 50 pokis [4].
Hamionansae mocmimkenrs Alll B Snonii Bka3ye Ha criB-
BiJTHOIIICHHSI YOJIOBIKIB 1 *xiHOK npubim3Ho 2,8:1 [5]. [epe-
BakKaHHS YOJIOBIKiB cepell XxBopHx 3 Ig G4-A3 Mae BaxxJIHBe
3HAUEHHS JUIA MIPOBEACHHS TU(EpeHIIHHOTO TiarHOCTHKA
3 cunaapomoM lllerpena (CIII) ta nepBHHHUM OiiapHUM
LIUPO30M, Jie TIOMITHA IepeBara )iHok [6].

Sxmo posmsnatu aeranpHime [gG4-acomiioBanmii aop-
THUT Ta 3alajIbHy aHEBPU3MY a0pTH, TO KapTHHA 3aXBOPIOBa-
HOCTi TYT OiNTBII WiTKa. XBOPIIOTH B OCHOBHOMY UYOJIOBIKH
BikOM Bij1 65 10 75 pokiB [7]. Buernmu Stone Ta Khosroshahi
OyJ10 OCTIKEHO 638 XBOPHX MICIS pe3eKIii IPy/IHOTO BiIUIUTY
aopTH Ta BUABJICHO, 1110 Ha 00 [gG4-A3 npuxoautbest 9%
BCIX XBOPHX 3 IiarHO30M HeiH]eKIIiitHoro aopTuty [8]. Bueni
3 SInoHii B cBOIX TOCIHiKEHHX BUSIBIIN y 4 3 10 XBopHX Ha
3anajbHy aHEeBPU3MY YEpEBHOI aOPTH MiJBUILEHHS PiBHA
cuposarkoBoro 1gG4 ta inginerpariro [gG4-mo3uTHBHUMHA
IUTa3MaTHYHUMH KITITHHAMHU [9].

B inmomy simoHchKoMy nociimxerHi 104 xBopux, ki me-
peHecIH XipypriuyHe JiKyBaHHS ypakeHb apTepiil, B ToMy

Tabauys 1.

IepeJtik HO300/10TYHUX OIMHULIb, BKIIIOYEHHX B nepeik IgG4-A3
(amanToBaHno 3a Khosroshahi i Stone, 2011)

Ypaxxennii opran

Ha3zBa 3axBoproBaHHs

IlijnnyHKoBa 3a103a

AyTOoiIMYyHHHH naHKpeaTuT

JKoBuoBMBiaHI mIasxu

CKJIepO3yI0Unil XOTaHTIT

CnuaHgi Ta cai3Hi 3a1031

XBopoba Mikymiua

Iligmenenyi 3ano3u

[Tyxsmmna KrorrHepa

Illurononibua 3ano3a

Tupeoigur Pinens

3aouepeBUHHUIN POCTIp

PetponeputoneansHuii gidpo3 (xsopoda OpMoHa)

CepenocTinus

MeniactinaisaM $Hid6po3

Aopra XpoHIUHMH CKIEPO3YIOUNH a0PTHT
AG0MiHaJIbHA a0pTa 3ananpHuii a0 OMiHaJbHUN a0PTUT
OpGiTtu [IcepnonyxnuHa op6iTu

OpGiTu Ta NPUHOCOBI Na3yXH

Eo3unodinbHuii anrioueHTpuyHuii Gidpos

Op6iTH, muTonoAiOHa 3271034, 3204CPEBUHHIIA TIPOCTIp,
CEpPEMOCTIHHSI Ta iHIT TKAHUHU

My abstugokanbauil pidpockiepos

Inionaruunmii TimOKOMILIEMEHTEMIYHI I

Hupku TyOyoiHTepcTULialIbHUI HepuT 3
TyOyJ10iHTePCTULiAJIbHUMH JCTIO3UTAMH
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ypcyi 30 XBOpHX 3 aHEBPHU3MOIO IieprepuIHrX apTepiii Ta 74
XBOPHX 3 OOJIITEPYIOUHUM aTepOCKIepo30oM OyJI0 BUSIBIIEHO,
mo B 4 3 30 xBopux 3 aHeBpru3MOIo (13,3%, ypaskeHHS CTeTHO-
BUX Ta MMIZAKOIIHHUX apTepiil) HasBHa Mudy3Ha iHIIpTpamis
yucieHHUMHU [gG4-1103UTHBHUMHU TIIa3MOIIUTaMH, 1110 TOBO-
puts ipo HasiBHICTE [gG4-A3 y 1ux xBopux. BogHowac y xBo-
pHUX 3 OONITEPYIOUMM aTrepociepo3oM He OyJ0 BHSBIECHO
xopHoro Bunaaky [gG4-A3[10].

Hiaraoctrani kputepii [gG4-A3 6a3yroThesl Ha KITIHITHIX,
PpaJIioNIOTiYHNX, IMyHOJIOTIYHHX Ta TiCTONMATOJIOTYHIX 0C00-
JIMBOCTSIX Ta BKITFOUAFOTh TaKi XapakTepucTuku [11]:

—  KIHIYHO-IH(Y3HII a00 BOTHHIIICBHI HAOPSIK TH Ty XJIH-

HONO/I0HE YTBOPEHHS B OJJHOMY 4H OiJIbIIIe OpTaHax,

— migsunieHHs piBHs [gG4 B cupoBartii KpoBi Oinblie,

HiXK 135 Mr/m;
—  TICTOJIOTIYHO:
A. 3HayHa iHQIIBTpaLis JIMPOLUUTAMH i IITa3MOLH-
Tamu 3 (hidpo3om Oe3 HeiTpodinpHOI IHpITETparii,
B. Bennka kinbkicth 1gG4-mO3NTHBHUX KIITHH
B iHQinbTpati (>10 B Mol 30pY) 1 /abo criBBija-
HomreHHs 1gG4-/IgG-no3utnBHAX KiIiTuH >40%
a60 >10 [gG4+ mma3MaTnaHMX KITITHH /B TIOJT 30DY.

[Tpu HasiBHOCTI BCi TPphOX KpHTepiiB miarHo3 [gG4-A3 —
BH3HAYCHUH, IpH HAsIBHOCTI 1+3 — Biporigaui, a 1+2 — MOX-
JIVIBUM.

TuM He MeHII, JIarHOCTHKA TAaHOT TPYIH 3aXBOPIOBAaHb
BHMArae BUKJIIOUEHHS HaBHOCTI 3JIOSKICHUX ITyXJIMH 1 CXO-
KX 3aXBOproBaHb (Hanpukia, CLL, nepBuHHMI CKIIepo3yTo-
YHii XOJIaHTIT, XBOpoOa KacTenpMana, BTopuHHUH (iOpo3 3a-
OYEpEeBUHHOTO MPOCTOpPY, I'paHynemaro3 Berenepa,
capkoinos, cuaapom Uepmxka-Crpocca).

Hopmainbsnuii piBenb [gG4 B cupoBaTiii KpOBi HE BUKITIO-
qae [gG4-A3 [12]. V 5% 3nopoBux sroneii ta 10% xBopux 3i
37I0SKICHIMH MaHKpeaToO1TiapHAMH Ty XJIMHAMH BU3HAYAETh-
cst miBuieHui piseHb [gG4 [13]. UymmBicTs Ta crienudivHicTs
Br3HauYeHHs piBHA [gG4 B cHpOBaTIli KPOBI IS AiarHOCTHKH
1gG4-A3 xonuBaetbes Bin 68 10 95% 1 Big 80 no 99% Bimmo-
BinHo [14,15,16].

ETtionarorenes [gG4-A3 Ha nanwii yac HeBinomuit. Po3r-
JSITAIOTHCSI SIK ay TOIMYHHa, TaK 1 anepriuaa teopii [17]. Cepen
TeHETHYHUX (DAKTOPIB, SKi aCOIIIOIOTHCS 3 PO3BUTKOM JaHOT
TpyIH 3aXBOPIOBaHB, BApTO BiIMITHUTH cepoTunu HLA
DRB1*0405 1 DQB1*0401 [18]. IcHye rimore3a npo MoJeky-
nspHy Mimikpito Mixk H.pylori Ta xiiTiHamMu anuHyciB
T AMIITYHKOBOT 3211034 [4].

Xouay xBopux 3 1gG4-A3 piBens 1gG4 B cupoBarii KpoBi
Moxe y 50 pa3iB epeBHIILyBaTH BEPXHIO MEXY HOPMH, HOTO
POJb B MaTOTEHe31 3annInaeThes HesscHoto. [gG4 — e Haii-
MeEHII YuCcIIeHHnH cyoknac IgG, sxuii ckinanae aume 5 % Big
3aranpHOro IgG B CHpORBATI KPOBI 37I0POBUX JOPOCTHX (HOP-
MH H0T0 CHPOBATKOBOTO PiBHA KOMBatoTHCs Bix 0,05 1o 1,4 1/m)
[12]. IgG4, ra BinmiHy Bix iHmmX Ki1aciB IgG, He akTHBYE KOM-
TUIEMEHT 1 BiJiirpac oOMexeHy pojib B IMyHHIH CTHUMYIISIIIT.
Cunres IgG4, sk 1 IgE, perymoerscst T-xenmepamu 2 Trry. T2-
XeJep-aconiioBaHi IUTOKIHM, TaKi sk inTepieikin-4 (1J1-4)
ta [JI-13 crumymorots cunTes IgG4, alJI-10, -12, -21 nopymry-
10Tk Oamanc Mixk IgG4 ta IgE B 6ik 3poctanns [gG4. Leit Buc-
HOBOK y3TODKY€EThCS 3 TeOpi€ro, o cuHTe3 [gG4 in vivo iHy-
KY€EThCS TIEPEBAKHO B yMOBax T2-XelmepHoi TOMIHyOUOi

IMyHHOI peaxiiii, 1110 XapaKTepH3y€eThCsl aKTUBALIIEIO PEryJIs-
topuux T-mimdouuTis, siki cuaTe3ytoTs 1J1-10. Bubipkoy
iHmykuito cuaTesy [gG4 HazuBaroTh MoaH(iKoBaHOO T2-Xem-
TIEPHOIO BiIToBi o [ 19].

l'inore3y npo ayToiMyHHY JIaHKy B naroreHesi [gG4-A3
MATBEPIKYE TilepraMariaoOyTiHeMist Ta HasiBHICTP acoIliio-
BaHUX 3 XBOPOOOIO ayTOAHTHTLJI, HAIIPUKJIAM, TAKHX SK AaHTH-
TiNa 10 takTodepuny, kapooanriapasu Il mpu ayroimyHHOMY
mankpeaTuti [20], aHTHHYKJI€apHi aHTHUTIIA TIPU 3aMalIbHIH
IgG4-acomiitoBaniii aneBpu3Mi aoptu [21]. Y Toli gac sk Me-
XaHi3M, 32 JJONIOMOTOIO SIKOT0 B-KJIITHHM peryarorTh MiIBU-
mieHHs piBHA Ig xitacy G4 1oCKOHATRHO He BU3HAYCHUI, He-
JIaBHI TATOTiCTOJIOTIYHI JOCTIKCHHS YPaXXCHOI TKAaHUHH
niokazany, o CD4 + T-xennepu 2 turty 1 perymsitopHi T-kitiTa-
HU BiJlirparoTh BYKJIMBY POJIb y HAUTHIIKOBIH pomykii [gG4
1 po3BUTKY (hibpo3y TkanuH [20, 22, 23].

B 2011 porii sIMOHCHKI BYEHI 3 METUYHOTO YHIBEPCHUTETY
KioTo mpoBemnm nocimkeHHs BU3HAYSHHS POJTi JTiraHiB (paxro-
py Hekposy myximH, Takux sk BAFF ta APRIL B marorenesi
IgG4-A3. B-knitunnuii daxrop akrusauii (BAFF, Takox Bigo-
MUt 9k ctaMyisiTop B-nimdormtis (BLyS)) 1 #ioro romoror,
JiraHn, mo iHayKye npomidepartito (APRIL), Bixirpatots Bax-
JIMBY pOJib B roMeocTasi nepudepruanux B-xiitin [24]. BAFF i
APRIL 3a0e31euyroTh perysiito 1o3piBaHHs B-kiriTnH, X BU-
*uBaHHS, Tpoaykiito CD40-He3anexanx aHTUTLT. OCKUTBKH
HajMipHa excnipecist BAFF, sik BiloMo, BUKITHKAE rinepakTHBa-
uito B-xmiteH i aytoimynsi peakuii, BAFF posmsimaerses sk
CTUMYITIOIOYHI (haKTOp B MATOTEHE31 ESIKNX ayTOIMyHHHX 1
ayiepriyHnX 3aXBoproBaHb. CpaBi, MiABUILEH] PiBHI B CHPO-
BaTii BAFF BusBIIEH] y XBOPHX 3 PEBMAaTOITHAM apTPHTOM,
CHCTEMHHM 4epBOHNM BoBuakoM, CIII, 3armansHuM Mio3uTOM,
CHCTEMHOIO CKJIEPOICPMI€r0, OPOHX1aTbHOI0 aCTMOIO, aTOITiY-
HUM JepMaTUToM, i cupoBaTkosi piBHi BAFF Oynm oB’s3aHi 3
X KJIIHIYHOT aKTUBHICTIO. Ha BiIMiHY BiJT ITbOTO, HAIJIMIITIKOBA
excrpecist APRIL npu3BoauTs 110 301b1eHOT mpoaykiii [gM,
T-xemepis 2 Trmy i ipormigepariro T-kimitiH. B pe3ynsrari gocr-
1IDKeHHs1 1a00paTOpHUX JaHUX XBOpHX 3 [gG4-A3 pisHnX jtoKkai-
3atliit Oyro JoBeneHo, 1o cupoarkosi piBHI BAFF y xBopux 3
1gG4-A3 1o Teparii NTIOKOKOPTHKOIIaMy OyITH 3HATHO BHIIT, HK
Y 37I0pOBHUX 0Ci0 KOHTPOJIBHOI TPYIIH, & TAKOK He OyJ10 HISIKHUX
icroTHHX BiaMiHHOCTe! y piBHI BAFF B cupoBariii KpoBi y XBo-
pux 31gGG4-A3 no nikyBasms Ta xBoprx 3 CILL CrpoBarkoBi piBHI
BAFF y xBopux 3 1gG4-A3 micrnst Tepartii Oy HIDKY, HDK Y
XBOpUX JI0 Teparrii. Ha mporuBary 11b0My, CHPOBaTKOBI piBHI
APRIL y xBoprx 3 [gG4-A3 10 IFOKOKOPTHKOITHOT Tepartii OyImi
3HAYHO BUIIIMMH, HiX Y 3lI0POBHUX, TIPOTE, Ha BigqMiHy Bix BAFF,
PiBHI OyJTH 3HAYHO HYDKUI, HIXK Y XBopux 3 CLLL [20].

Ha xopucts aneprignoi Teopii marorenesy IgG4-A3 roso-
PUTH 3B’5130K 13 T2-Xenmep-10MiHyIOUYMMH PEaKisMH, TIpo
110 cBirunTh nocuienHs excrpecii MPHK T2-xenmepHux nu-
TOKiHiB, TakuX sk 1JI-4,5,13, y xBopux Ha [gG4-A3. T2-xen-
TIepHI IUTOKIHN CIIPHUAIOTH CHOJTYYHOTKaHUHHIN mpoutide-
pailii, BILIMBaOu¥ Ha Makpo(ark Ta Me3eHXiMalbHi KJIITHHH.
[pu [gG4-A3 crioctepiraeTbes iHQITBTpAIList OpTraHiB PeryIs-
topanmH T-kiitnHamu ta CD4+, CD25+ T-nimdonuramu,
TaKOX CIIOCTEPIraeThCs MiBHUIIICHA KCIIPECis 3analbHIX I1-
tokiHiB — 1JI-10 ta dakrop Hekposy nyxmuH B (DHII-B). B
cBoto uepry, IJI-10 crumymoe B-kmituaay nponykiito [gG4, a
@HII- B — crumymoe ¢idbpos [22, 25].
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Brnepure 3 roukn 30py IgG4-A3 OyB ormcanuii AIITB 1995 p.
K. Yoshida, six 3aXxBOproBaHHSI, 110 BUKJIHMKAE 3BYKECHHS
BipCYHTOBOI NMPOTOKH, “COCUCKOMOAIOHE” 301IbIICHHS
I AIUTYHKOBOI 3211031, sike 100pe mimnaerbest [ K-tepamii. Ha
CHOTOHIIIHIH JeHb KIJbKICTh WX 3aXBOPIOBAHb CKJIAJA€
6mm36K0 30 HO30OTIYHNX OIWHHIIE, SIKi yPaXXyIOTh TaKi opra-
HH 1 CHCTEMH, SIK IIEHTpaJIbHa HEPBOBA CHCTEMA, ITiAIUTYHKO-
Ba 3aj103a, MEeYiHKa, )KOBYHUN MIXyp Ta MPOTOKH, 3aJI031
(cTHHI, MOJIOYHI, IIUTOMIOAIOHA, TIEPEeAMIXypOBa), JIETeHi,
HUPKH, JTiIM(paTH4HI By3]I1, CyIMHH, 04i, pETPOIICpUTOHEAIIb-
HUH Ta 3arpyAnHHUIA npocTopH i T.1. [ 1]. Kitiniyni cumntomn
Ta O3HAKHM 3aJIe)KaTh BiJl AKTHBHOCTI 3aXBOPIOBAHHS 1 TATEPHY
YpakeHHs OpraHiB. 3a3BHUaii laHa rpyma 3aXBOPIOBaHb Ma€
MATOCTPHIA Mepedir 3 MOBUILHIUM PO3BUTKOM CHMIITOMIB,
TIOB’sI3aHIX 3 HAOPSIKOM OpraHiB-MillIeHIB 32 BiICYTHOCTI KOH-
cTUTYIIHHAX 1posiBiB. [2]. 1o 40 % xBopux 3 [gG4-A3 maroTh
aJIeprivHi MpOsIBH, TaKI SIK aTOIis, €K3eMa, OpOHXialbHa acTMa,
XPOHIYHUH CHHYCHT i eo3rHO(Diis [26].

PozrisiHeMo feTanbHilIe 3anaabHy aHEBpU3MY a0pTH Ta
IgG4-acomiiioBaHuit aOPTUT. 3arajioM B MATOTCHE31 aHEBPHU3-
MaTHYHHX 3MiH a0PTH BUIUISIOTH TPH KIIFOYOBHX MOMEHTH:
3amajeHHs, MPOTEOIi3 Ta aloNTo3 TIIaJKOM SI30BUX KIIITHH.
Brpara ekcTpanentonspHOro MaTpuKcy, 0COOIHBO EJIaCTHHY,
Ta HAKONIMYEHHSI [IPOTEOITHIHNX (PePMEHTIB B TKAHWHAX aHEB-
PY3MH (TaKHX K MaTPUKCHI METAIONPOTEIHA3U-2,-9) IO CHH-
TE3YIOTHCS [VIAIKOM’ SI30BUMH KITITHHAMH CY/IHH, Ta IHPLIBTpa-
Iis 3aMaTbHAMH KIIITHHAMH (MaKpogaramMmu) IpU3BOIUTH 110
aHOIKCHCY ITIaJIKOM’SI30BHX KIIITHH CYITHH [27].

[Tpu ricTonoriyHOMY AOCITIDKEHH] Y XBOPUX 3 3aIaILHOI0
AHEBPHU3MOIO a0PTH BHUSABILIIOTHCS 3aMaIbHI MacH 3 BEPETEHO-
nofioHMMH riportidepartisivu hiOpodacTis Ta KomareHy. Takox
MaFOTh MiCIIe 3HA4HI 3arallbHi iH(UIBTPaTH, B OCHOBHOMY 3 PI3HHX
KJIaCTepiB IIa3MATHYHUX KITITHH Ta JiM(OINTIB, HasBHI, KPIM
TOTO, PEaKTHBHI JTiM(OTIHI POIKYITH, CO3MHO(LIH, HeHTpOodim.
B >xonHomy 3 BunakiB [gG4-aconifioBaHol 3anaibHOT aHEeBpU3-
MH a0pTH HE BUSBICHO TPaHyIIbOM, JleTeHepallii Merii ado 30H
Hekposy. Jlo Toro x npu ¢apOyBaHHI TeMaTOKCHIIIHOM-E03H-
HOM Ta 3a Ban-I"'i30HOM 0yI10 BUSIBIICHO HAsIBHICTb TIOBOEHHS
Ta MOPYILEHHS 30BHIITHBOI €IaCTHYHOI MEMOpaHH B 30H1 (op-
MYBaHHS aHEBPH3MH. XapaKTepHUMH € TTiyBrIeHa (idposHa
npostidhepartist IHTHMH Ta TOTOBIIECHHS CYTHHHOT CTIHKHU. Takox
Y XBOpHX OyJI0 HassBHE aTePOCKICPOTHYHE ITePEPOKEHHSI iHTH-
MH, B MeJIi1 CIIoCTepiranacs BTpara elacTHHOBHX BOJIOKOH Ta aT-
podist. [Tpy iMyHOTICTOXIMIYHOMY JOCTIKEHH] — IH(UTBTpartis
IgGA-mo3uTHBHIMI TTA3MaTHYHAMH KITITHHAMIL. Y TIHX XBOPHX
BHSIBJICHO 30UITBIICHHS JTIM(OTTHNX (DOITIKYJTIB, 110 CKITaJaF0ThCS
3 CD20+ B-nimdoruris, orouernx CD3+ T-nimdporramu. Jla-
OoparopHi 3MiHN KpoBi nipencrapieHi migpummerHsM [LIOE ta
piBHst C-peakTrBHOTO Ipoteiny. KiiHiuHo XBopHx TypOye abio-
MIHAJTBHU# O1J1b 200 OLTh Y CTIHHI.

3amanbHa aHEBpU3Ma AOPTH, NMEPUAHEBPU3MATHIHHN
¢$i0po3 Ta imioNATHYHUI peTporepuTOHeATbHIN (Pidpo3 —
MPOSIBU OJTHOTO 3aXBOPIOBAHHSI, TaK 3BAHOI'O MEPUAOPTHUTY
[23]. Kasashima Ta criBaBT. BBaXKarOTh, IO TEPMiH “XpPOHIY-
HUH mepraopTuT”’ BKa3zye Ha MopdosoriaHi oco0nImMBoCTI
YpaKeHHs a0pTH, a came — xapakrepHi 1uist [gG4-acomiiioBa-
HOTO 20PTHUTY 3MiHH B aJBEHTHIII1 [22].

IicromnorivHi 3MiHM, XapaKTepHi 1S HEPHAOPTUTY — 3HAYHA
iHDUTBTpaLis 3anaIbHIMK KIIITHHAMHU Ta (Gi0po3 apTepianbHoi

crinku. @apOyBanHs 32 BaH-I i30HOM MOKa3alo, 0 3araicHHS
B OCHOBHOMY JIOKAJTI30BaHe B 8/IBEHTHIIHHOMY 111api. AJJBEHTH-
IIisI IPH ITbOMY 3HAYHO TIOTOBIIIEHA, IO ACOIIFOETHCS 3 3aITaieH-
HSIM Y TTOEHAaHHI 3 CKJIEP030M. 3anaibHi KIIITHHA B OCHOBHOMY
MPENICTaBJICH] TIM(pOIUTAMH Ta TIa3MATHYHUMHU KIIITHHAMU.
Taxo XapakTepHIM € 00TiTepyrourii ureOiT B MAITIX BEHYIaX B
aJIBCHTHITIT. B 1HTHMI %, HABIAKH, TICTOIOTTYHI 3MiHH IIOMIpHi
(7vIIIe aTepOCKIICPOTUYHI 3MIHHU Y BHIVISI XOJIECTEPUHOBUX
BiZIKITaieHp a00 IHQLIBTparii mHNCTAMY KITiTHHAMH) [28].

JlimdpoaneHomnaris ciocrepiraetbest y 80% xBopux 3 AllT 1
€ 3aranibHIM cumntoMoM [gG4-A3. B nocnimxennsx 114 xBo-
pux 3 pisauMu Ig(G4 3axBoproBaHHSIME y 41% Oy10 mpucyTHE
301IbIIIEHHS JTIM(ATUIHUX BY3JiB (CepeI0CTIHHS, TPY/IHI, a0-
JIOMiHaJIBHI, TaxoBi) [29].

Yasuharu S. Ta cIiBaBT. BUOIIAIOTE 2 TICTOJIOTIYHI THIIA
YpakeHb: iIHTepOTIKYISIPHUH IITa3MOIIMTO3 TA Ta3MOIIUTO3
BCepenuHi repMiHaTHBHOTO HeHTpY [30]. B mocmimkeHHsIX
Cheuk W. ta Chan J. [21] 6y70 BUSIBIEHO TaKi TiCTOIOTIUHI
3MiHH, K MDK(ONIKYISIpHE TOIIMPEHHs, TPOTPECUBHE Iepe-
TBOPEHHSI TEPMIHATHBHOTO LICHTPY, MYJIBTHIIEHTPHYHE Ypa-
JKeHHs1, To1ibHe Mo xBopobu KactenmpmaHa, Ta peakTHBHA
¢omnixynsipHa rineprutazis. Cuposarkosi IgG4, IgE Ta eozuno-
¢binu B nepudepryHiil KpoBi OYITH MiABUILIEHUMH BIIITOBITHO
y 87%, 92% 1 53% obcTesxennx 40 XBOPHX 3 TiCTOIOTIYHAMH
kputepisimu [gG4-A3 [32].

Henagui nocimimxennst onucytoth XM sk IgG4-acorriiioBa-
Hui cianoaneniT Ta gaxpiormctat (IgG4-J1C) [33, 34, 35]. Xapaxk-
TepHUMH 0coOIBOCTSIMH XM € Jiry3He 30UTBIIEHHS CITI3HUX 1
CIIMHHHMX 3aJ103, ITiIBUIIICHUH piBeHb cHpoBaTkoBoro 1gG4, i3 Bu-
paxeHoro iHUTETparieto [gG4-MO3NTHBHIME TIA3MOITITAMHI
X 3a103. XM Ta CI1 MaroTs my»e noziOHi KiTiHIYHI TPOSIBY Ta
3MiHH JJA00PaTOPHUX MTOKA3HUKIB KPOBI, TOMY BKIIBOIO € CBOE-
yacHa nudepeHmiarmis nux XBopoO, ajke IX JIKyBaHHS
Bi/pi3HsAETECA. XM TakoXX Mae HaCTOPOXKYBAaTH JIKapsi IIOZI0
MO>XITBOT'O YpayKEeHHsI IHIIIUX OPraHiB Ta CUCTEM, L0 TOTpeOye
OLITBII IETATEHOTO Ta CIPSIMOBAHOTO 300py aHaMHE3Y Ta 00cTe-
xeHHs. XM Mae psin BigMiHHOCTeH Bint kiacuynoro CLI, mo
TIOJISITatoTh B: 1) pi3HULI reHaepHoro po3nozuty (XM BiaMidaeTs-
Cs1 SIK Y YOJIOBIKIB, TaK i y iHOK, Tozi sk CI1I — B ocHOBHOMY y
KIHOK), 2) CTIFIKOMY 30UTBIIICHHI CITI3HUX | CIIMHHMX 3aJ103, 3) HOp-
MaJTbHIH CeKpeltil a00 He3HAYHOMY TIOPYIIICHHI CEeKpellii 3a7103;
4) BiIMOBIb HA TEPAITIFO ITFOKOKOPTUKOIIAMH, 5) Tiltepramariio-
Oyninemis (IgG4) i Hu3bKa yactora aHTH-SS-A 1 SS-B aHTHTIN B
CEpOJIOTIYHMX aHai3ax; 6) POpMyBaHHS JICKLTBKOX FepMiHATHB-
HFIX IIEHTPIB B 3ano3ucTii TkaruHi. CLL xapakTeprsyeThes mepr-
JTYKTaJIGHOIO JIIM(OIIMTApHOIO iH(UIBTpami€ero 3 arpodiero abo
CEepIO3HUM PYHHYBaHHIM aIMHYCIB, a IPU XM BUSBIISIETHCS
To3arepuayKTaIbHA JiM(poIUTapHa iHQITETparIis 3 Tinepruiac-
THYHUMH TepMIHaTUBHIMH [IEHTpaMH 1 TIOMipHE pyHHYBaHHS
arHyciB [34]. Y xBoprx 3 XM dacrTiiie BHHUKAIOTh FepMiHa-
THBHI IIEHTPH, BOHH TIPHUCYTHI B OUIBIIIH KiITBKOCTI Ta MAIOTh
OuTeIMil po3Mip TopiBHsHO 3 xBopumH 13 CILI. Tak, y 15 3 66
xBopux 3 CI (23%) 1 12 3 20 xBopux 3 XM (60%) BUSBISLIACH
€KTOMIYHI TepMiHATHBHI IICHTPH B CJIMHHUX 3a1103aX [36].

AIII B nanuii yac po3IsAAEThCS SIK TAHKPEATUIHUIN IPOSIB
IgG4-A3. ITignutyHKOBa 3aJ103a € OPraHoM, M0 HaiiuacTirie
3aJTy4a€eThes A0 LBOTO CKIaJHOTO CUHIApoMY, asie Alll crano-
BUTB JiHIIIe 2-6% BCIX BAMA/IKIB XPOHIYHOTO NTaHKpeaTuty. OnHa
TperrHa XxBopux i3 Alll MatoTh ekcTpanaHKpeaTH4Hi posiBY,
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HaWOLIBII MOITMPEHUMH € CKJICPO3YIOYHH XOJIAHTIT 1 3armalb-
Ha niceBionyxJnHa redinku [37]. ATl wacto nedrotye y TiTHIX
XBOPHX YOJIOBIUOi CTaTi y BUIIIII 6€3005TiCHOT KOBTSHHILIL, STKa
BUHHUKA€E BHACIIIIOK CTPUKTYPH TUCTAJIBHOTO BiJIUTY 3araiib-
HOI ’KOBYHOT IPOTOKH. EX30KpHHHA Ta €HAOKPUHHA QYHKIIT
T AMUTYHKOBOT 3aJI03H, SIK ITPABHUIIO, 30€PirafoThCSL.

Baxmmso mudepenniroBarn Alll 3 pakoM miauuTyHKOBOT
3a1031. Y PeTpOCTIeKTUBHOMY JOCIipKkeHH] [HeTuTyTy J{Ko0-
Ha XomnKiHca OyJo Bii3Ha4ueHo, 1m0 y 2,5% XBOpHX, Ki Iepe-
HECIIM TaHKPEaTOAyOAEHEKTOMIIO Y 3B’SI3KY 3 PAKOM ITiIILTYH-
KOBOI 3aJ103H, OyJ10 ricTonoriuHo aiarHoctoBano AITT[35,38].
Hiarao3 AIll rpyHTy€eThCS Ha I’ SITH Kap IMHAITBHUX OCOOITH-
BOCTSIX — TICTOJIOTIYHHX, PAIi0JIOTIYHHX, CEPOIOTIUHUX, 3Ty~
YEHHI {HITNX OpPTaHiB Ta HO3UTHBHIHN BiAMTOBI i HA TIKYBaHHS
DIFOKOKOPTHKOiAaMu. ['iCTONOTIYHI JaHI BKIFOYAKOTH IUTEHY
mimdorrazmorurapHy iHdiabTpariero i Gpidpo3 B mepuayk-
TaNbHIN Ta MDKIOIBKOBIN 30HaX. ATIMHAPHI KITITHHH 3aMiHEH1
3anaJbHAMHU KJITHHAMU 1 piOpO3HUMH yTBOPEHHSIMH, 3 BTpa-
TOIO JIOJILKOBOT apXITEKTypH MiANLTYHKOBOT 3a5103u. [lepumyxk-
TanbHUN (iOPO3 YACTO MPU3BOAUTH JO 3BYKEHHS IPOTOK
I IIITYHKOBOT 3a71031. IMyHOTICTOXIMIUHI IO CTiPKEHHS T10-
Ka3yIoTb IHQIIBTpalio miauuTyHKoBoi 3a5103u CD4 abo CD8
T-nimpormramu Ta 1gG4-—TI03UTHBHIMHA TIIIa3MaTHIHAMHA
kiitnHamu. Komn’torepHa Tomorpadist 3a3Buyail BUSBIISIE
Judy3Hi “‘COCHKONONIOHI" pO3IIMPEHHS MiJIUTYHKOBO] 3aJ10-
31 6e3 (okambHOI aHOMaUTii. 3amanbHi Ta (iOpO3Hi 3MIHA y
TIepUIIaHKpeaTHIHIH )KUPOBiii TKAHWHI TPU3BOJIATH 10 YTBO-
PCHHS HABKOJTO 3aJ103H IOAI0HOTO 0 Karcy/Iu 0011ka HU3bKOT
IIITBFHOCTI. PiKiCTIO € KambImiKalis miAnuIyHKOBO1 321031
abo ricepnokictu. Ha entockomniuHii peTporpaHii XonaHri-
onaHkpearorpadii Moke BUSIBIISITHCS] HEPIBHA, By3bKa TOJIOB-
Ha TIPOTOKA MiIUTYHKOBOI 3aJI03U 0e3 pO3IINPEHHS Bropy
TTicIIs 3BY’)KEHHX CEerMeHTIB. HacTo crioctepiraeTbes CTEHO3
M03aIe4iHKOBHX a00 BHYTPIIIHHOIIEUiHKOBUX YKOBUHHX ITPO-
TOK [39]. UyTnuBicTh, CTIeri(igHICTh i TO3UTHBHA ITPOTHOC-
TUYHA MIHHICTH MiaBUIIeHOro piBHs [gG4 (>1,4 r/m) s miar-
noctuku AllT cknamarots 76%, 93% i 36% BiamoBigHO, MIs
piBast IgG4 >2.8 /11— 53%, 99% 1 75% BiamosigHo [40].

TP acoritoeThes 3 m00aTBHUM a00 YaCTKOBHM (hiOpo3oM
IUTOBUIHOT 3AJI03H, PyHHYBaHHIM (QOJIKYIISIPHOT apXITEKTY-
pH, obmitepyrounM (haediToM i1 3MimaHo0 iHQUIBTPAIiEo
JiM¢orHTamMu, 03MHO(DIIAMH 1 TUIA3MaTUYHAMH KJIITHHAMH.
®i6po3, 110 XapaKTepHU3YE 110 XBOPOOY, 3a3BUUa BUXOIHUTH 32
MeKi KaricyIm 3a103u. OcTaHHi OITHCOBI aHi CBiJaTh PO BU-
COKy KUTbKiCTh [gG4-T11a3MaTHYHNX KIITHH, TIPHCYTHIX B 3amajb-
HUX iH}UTBTpaTax. Bunaaxu 3aXBoproBaHb NIMTOMOAIOHOT 3aI10-
3W XapaKTePHU3YIOThCS 3POCTAHHSIM 3aXBOPIOBAHOCTI Ha
rinotupeos cepex xBopux Ha AlIT. [Ticis BcraHOBIEHHS niar-
HO3Y y OutbocTi XBopux 3 TP He BUHHMKaIH 1HILI POSIBU JECT-
pyktuBHOTO (hi06po3y. Ane TP mocuTts gacTo NiarHOCTYIOTE B
XBOPHX 3 PETPONEPUTOHEATEHIM (hiOpPO30M.

TP noTpiOHO nudepeHmitoBaTH KIHIYHO Ta TiCTOIOT4HO
BiJl 37T0SIKICHIX HOBOYTBOPEHB, OCOOJIIMBO aHATUIACTUIHOTO
paKy MUTOBHIHOI 3aJ103H, TIM(POMH 1 CAPKOMH IIUTOBUIHOT
3a03u. JlogatkoBy aud)epeHIiiaiiio HeoOXiTHO IPOBOIUTH 3
($i06po3yI0UrM BapiaHTOM THPEOIAUTY XaIIUMOTO, Ha SIKHHA
nprnazae 6;m3bko 10% BHTAIKIB, 1 BIH TAKOXK XapaKTepU3y€eTh-
¢s1 po3BUTKOM (i0po3y, JTiMporIa3MonnuTapHol iHPIIBTpalii
Ta IECTPYKIi€r0 QONMKYISIpHIX KIiTHH [41, 42].

[{omo ypaxeHHs JIeTeHb Ta IIEBPH, TO B 0ararhox OIvIs-
nax BkasyeTbest Ha IgG4-A3 nerens, sike MOXKe MPOTIKaTH Oe3-
CHMIOTOMHO 200 3 KalljieM, KpOBOXapKaHHSM, 3aHIIKOI0 Ta
6oreM y rpyHii kiiTmi. OricaHi BUITaIKH PO3BUTKY IICEBIO-
MYXJIMHU Ta IHTEPCTHLIANBFHOT MTHEBMOHIT y XBopux 3 AlIl
[41,42]. Moxe BUHUKATH TOTOBIIEHHS BicIlepalibHOT a00 Ta-
pieTanbHOI IIeBpH. B ypakeHNX TKaHUHAX BUSIBIIAIOTH Xapak-
TepHy JiMQoIIazMonuTapHy iHinbTpaito 3 [gG4-no3uTns-
HUMH IIJIa3MOLIMTaMH. Y JEreHsx 4acTille, HDK B IHIINX
oprasax, 3ycTpidyaeThbest 00TiTepyrounii apTepiit [29].

Zen'Y. Ta CIiBaBT. B CBOIX JIOCIIIXKEHHSX OMUCYIOTh YOTH-
p¥ popME ypaskeHHS JIET€Hb: COJIiTHI BY3JI0Bi, OPOHXOBACKY-
JISIpHI, aJTbBEOJISIPHI IHTEpCTHILIANIBHI, KPYIIIi Y BUIVIS MaTo-
Boro ckia 3mind. 1gG4-A3 HeoOXimHO TudEepeHIlioBaTH 3
capkoinozom [44, 45].

Haii6inpm nmommpeHnM ypaskeHHsIM HUpoK ipu [gG4-A3
€ iHTepcTULiaabHui HepuT. 3HauHa KinbKicTh [gG4-mo3nTuB-
HUX KJTITHH 1 XapaKTepHuit pidpo3 € TiCTONMaTOIOTIIHUMH 03-
Hakamu xBopoOu. [linBuimennii pisens 1gG4 (vacro, ane He
3aBXK/IN) 1 BIIMOBI/b HA JIIKYBaHHS ITFOKOKOPTHKOIIAMH — Xa-
paxTepHi pucu 3axBopioBaHHsA [46]. [HIIM HedpororivHIM
niposioM [gG4-A3 € MeMOpaHo3HUH TIIOMepyToHehpHT [47].

Kawano i crtiBaBr. 3a1poIioHyBaJIy TaKi JiarHOCTUYHI KpH-
tepii s [gG4-acomifioBannx XBOpoO HIPOK [48]:

1. YpaxxeHHS HUPOK, 1110 TIPOSIBIISIETHCS 3MiHAMH cedi a00
Mapkepa(-iB) abo 3HIWKEeHHIM (PyHKIiT HEPOK abo i ABUIIIECH-
HsM piBHS [gG, TinokoMIIIeMeHTeMier0 abo TiIBUICHHIM
piBust IgE y cupoBariii KpoBi.

2. AHOMaITbHI PEHTI€HOJIOTIYHI 3MIHM B HUPKaX: KiIbKa
ypaxkeHb HU3bKO1 IIJIBHOCTI 33 IAHUMH KOMIT I0T€PHOT TOMO-
rpadii, nudysHe 301IbIICHHS HUPOK, T1iITOBACKYIISAPHI CO-
JITapHi MacH B HUPKax, TinepTpodivyHe ypayKeHHs CTIHKH HUP-
KOBOi MHUCKH Oe3 HepiBHOMIPHOCTI i OBEpXHi.

3. Iigurenwnii pisens [gG4 cuposatku (IgG4 ? 1,35 r/m).

4. Tlpu TiCTONOTIYHOMY JOCIIKEHHI B HUPKAX: MIUTBbHI
niMmdormasmonurtapHi iHQiTETpaTH 3 1gG4-TI03UTHBHAUX
IUTa3MaTHYHUX KIITHH >10 B 11/3 Ta/ab0 CIiBBIIHOLIEHHS
1gG4/1gG >40%, xapakrepHuii GpidOpo3, oToueHU TiMoIH-
TaMH 1/a00 TTa3MaTHYHUMH KITITHHAMHU.

5. Ilpu ricToNorivHOMY JOCHIPKEHH]I eKCTpapeHaIbHUX
VIIKOIDKEHb: IIUTBHI JTiM(oruiasmorrapHi iHditsTpary 3 [gG4-
TIO3UTHUBHUX IIa3MaTHYHKX KITiTHH >10 B 11/3 T2/a00 CIiBBiAHO-
mennst [gG4/1gG >40%.

OrnrrumarnbHoro JtikyBaHHs [gG4-A3 Ha tanwmii yac He iCHYe.
Pannomi3oBaHi KITIHIYHI JOCITIZKEHHS 3 OLIHKH i IXOIB JI0 JIKY-
BaHHS HE NMpoBowIiCch. Ha manmii yac nmpemnaparamu neproi
JIiHI BBAKAFOTHCS TITFOKOKOPTHKOIH, SIKi BUSIBIIIHCS €(PEKTHB-
HFIMH IIO/I0 KITIHIYHHUX | MOP(OJIOTTIHIX 3MiH y XBopHX 3 [gG4-
A3. 3a3BUUaif 3aCTOCOBYEThCS [TOYATKOBA /1032 ITPEIHI30I0HY
0,5 Mr/kr/mens Bif 2 10 4 THIK. 3 TOCTYIIOBMM 3HIKEHHSIM JI03H
10 5 mr/nens npotsirom 3-6 mic. Ponb Oe3nepepBHOT miATpH-
MYIOUOI Tepamii 11l YiTKO He BU3HAYeHa, ajie HU3bKI JI03H TITI0-
KOKOPTHKOI/IiB OyJI1 YCITIIIIHO BUKOPHUCTaHI MPOTSATOM 3 POKIB Y
xBopux 3 Al [35,49]. Takox 3aCTOCOBYFOTB a3aTiONPHH, IHKIIO-
¢ocdamin, merorpekcar, MikopeHonar ModeTnI1 Ta iHII Ipe-
T1apaTy, B OCHOBHOMY JUISI XBOPHX 31 CTIMKICTIO JI0 TUTIOKOKOP-
koiniB. Ta ocTaHHIM 9acoM 3’ SIBILIETHCS OaraTo Iy OiKaIlii momo
yemimHoro ikyBanas [gG4-A3 putykcumadom [50].

Peyensenm: 0.meo.n., npogheccop HApemenxo O.F.
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IGG4-ACCOLIMMPOBAHHbDBIE 3ABOJIEBAHUA —
HOBAA KNACCU®PUKALIMOHHAA EOUHNLIA
B PEBMATONOIMun

lNemenuuykas J1.6., KOpbesa A.A.

HauyuoHanbHbIl MeduyuHckull yHusepcumem
umeHu A.A. boeomonbua, 2. Kues, YkpauHa

Pe3tome. B gaHHon ctatbe npeactaBneHbl nutepartyp-
Hbl€ AaHHble NOCNEeAHUX NET OTHOCUTENBHO HOBOW KIaccu-
dukaLumoHHOW eanHULbl B peBmatonorum — lgG4-accounn-
poBaHHbIX 3aboneBaHuii. [pogeMoHCTpMpoBaHa naToreHe-
Tuyeckas ponb 1gG4, nuraHgoB ¢akTopa Hekpo3a Ornyxo-
neni BAFF n APRIL, T 1 B-numdouuntoB, a Takke pasnmyHbIX
LIMTOKMHOB B pa3BUTUM JaHHOW nartonorun. KopoTtko msno-
XeHbl KMMHMYEeCcKne NposiBNEHUsi, MeToabl ANarHOCTUKN U
nogxopel k neveHuto lgG4-accounmpoBaHHbIX 3ab0neBaHui.

KnioueBble cnoBa: IgG4-accounnpoBaHHbie 3abonesa-
HWS, ayTOMMMYHHbIN nNaHkpeaTtuT, 6onesHb Mukynuya, Tu-
peonout Pugens, ncesgoonyxonb opbut, Mmynstudokans-
HbIi pnbpocknepos, BocnanuTenbHasi aHeBpu3ama obptoLu-
HOW aopTbl, XPOHNYECKUIA CKIEPO3MPYIOLLMNIA aOpPTHUT.

IGG4-RELATED DISEASES - ANEW
CLASSIFICATION UNIT IN RHEUMATOLOGY

L. Petelytska, H. lurieva

Bogomolets National Medical University,
Kiev, Ukraine

Summary. This article presents the recent published
data about the new classification unit in rheumatology —
IgG4-related disease. It is demonstrated a pathogenic role
IgG4, tumor necrosis factor ligand BAFF and APRIL, T and B
lymphocytes and various cytokines in the development of
this disease. It is briefly described the clinical manifestations,
diagnosis and treatment approaches in patients with 1gG4-
related disease.

Key words: 1gG4-related diseases, autoimmune
pancreatitis, Mikulicz's disease, Riedel’'s thyroiditis, orbital
pseudotumor, multifocal fibrosclerosis, inflammatory
abdominal aortic aneurysm, chronic sclerosing aortitis.
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