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lgG4-3anexHe 3axsopioBanHd — HoBa
HO30N0214Ka oQuHULY B pesmamonoail

IgG4-3anejxHe 3aXBOPIOBAHHS — Lie iMyHO3ananbHA NATONOris, L0 XapaKTepuU3yeTbcs HasiBHicTIO AndYy3HOi a60 BOrHULLEBOi
3ananbHoi iH}inbTpauii ypaxkeHMx opraHis i TKOHMH NAA3MATUYHUMU KIITUHaOMM 3 ekcnpecieto Ig knacy G4 i noganbuum
possuTtkom ¢i6po3y BignoBigHMX opraHis, Wwo y 60-70% BunagkiB cynpoBogKyeTbes niaBuLieHHAM BMicTy IgG4 B cupoBarui

KpOBi.

Ao HeaABHLOrO YaACy Us Ho3onoria 6yna BigoMa meauuHin Hayui nip pisHMMK Hassamm (IgG4-3anexHe cucTeMHe
3axBoploBaHHs, IgG4-3anexxHe ayToiMyHHe 30XBOPIOBAHHS, MynbTudokanbHuii pi6pocknepos, IgG4-no3uTMeHMiA
MynbTUOpraHHuii nimponponipeparneHmii cuHAPOM, cuctemunii IgG4-3anexxHui nnasmaruuHmii cuHgpom). | nuwe 2012 poky
Ha KOHceHcycHil koHdepeHuii (Umehara H. et al., 2012) 6yno npuiiHsaTo TepmiH «lgG4-3anexxHe 3aXBOPIOBAHHS».
HomeHknarypa paHoi naronorii NpogoBXye po3BUBATHUCH, | MaiibyTHI BigkpuTtTa B etionorii Ta narogisionorii uboro
30XBOPIOBAHHS MOXKYTb MPU3BECTU A0 3MiHU TepMiHonorii.

Vrepme IgG4-3anexHe 3axXBOpIOBaHHS
oyio ormcano Sarles et al. B 1961 p. gk ypa-
JKEeHHSI IMiIIUIYHKOBOI 3ajJ103U 3 TilepraM-
MarjobyniHemiero. B 90-x pokax 3anporno-
HOBAaHO KOHLEIIIII0 «ayTOIMyHHOTO ITaH-
KkpeaTtuty», a B 2001 p. Hammano et al. Busi-
BWIM 30iJbLIEHHS CUPOBATKOBOIO PiBHS
IgG4 y xBopux Ha ayTOIMyHHMI1 TAHKPEATUT
(AIIT), 1m0 mpusBenao 10 BUKOPHUCTAHHS
IgG4 gx piarHOCTMYHOrO Mapkepa JaHOTO
3axBoploBaHHs. 3romom Kamisawa et al.
OMUCANIM €KCTpalmaHKpeaTudHi TMpOosIBU Y
xBopux Ha AlIl, 1o nmiagTBepaKyBaao cuc-
TEMHMI1 XapaKTep 3aXBOPIOBAHHSI.

3aranom IgGG4-3anexxHa xBopoba € MyJib-
TUAMCLUILIIHAPHO TTPO0IEMOI0, OCKIIbKYI
MOXe NeOI0TYBaTU MPOsIBAMU TCEBIOMYX-
JIMHHOTO YU iHQIIBTPATUBHO-CKJIEPO3UB-
HOT'O Ypake€HHS MPAKTUYHO OyIb-5SKOTO Op-
raHy. OHakK 1o cyTi (3a MaToreHe30M, 1maro-
riCTOJIOTIYHMMHU OCOOJIMBOCTSIMM Ta 3Mic-
TOM JIiKyBaHHS) BOHO € CUCTEMHUM peBMa-
TAUYHUM 3aXBOPIOBAHHSIM, MOTpedye auce-
PEHI1IiIHOI TIarHOCTUKHU 3 PSIIOM PeBMAaTUY-
HUX XBOpoO (rpaHyjiemaro3 Berenepa, cuH-
npom Yapmxka-Crpocca, xBopoba i cuHApOM
[lerpena, cucteMHuit YepBOHUIT BOBYAK Ta
iH.), i TaKuX TAaL€HTIB CJIiJ crocTepiratu
peBMaroJjiory abo, moHaliMeHIe, 3a Horo
yuacri.

Enigemionoziq

Eninemiosnoris 1iei matosiorii HeI0CTaTHHO
BMBYEHA, MPOTE 3a JAHWMU MOMYJSILIAHUX
JocimkeHb 38-62% XBOpUX — MPEACTABHU-
KU 40JI0Bi4Oi cTaTi y Billi noHan 50 pokis. Ha-
uioHanbHe pociimkeHHst ATl B ArnoHii Bka-
3y€ Ha CIHiBBIIHOIIEHHS YOJIOBIKiB i >XiHOK
npubauzHo 2,8:1. IlepeBaxkaHHSI UYOJIOBIKIB
cepen xBopux Ha Ig(G4-3anexHe 3axBOpIO-
BaHHS Ma€ BaXJIMBE 3HAUYEHHS JUISI MPOBE-
NeHHs qubepeHIinHOT TIarHOCTUKY 3 XBOPO-
ooto/cunapomom Illerpena (CLH) Ta mep-
BUHHUM OiTiapHUM LIMPO30M, [I¢ [IOMITHE Ie-
peBaxanHs1 xkiHok. Ha IgG4-3anexHuii aop-
TUT i 3anajbHy aHEBPU3MY AOPTH XBOPIilOTh
IepPeBaXHO YOJIOBIKM BiKOM 65-75 pOKIB.
[1po HeBesMKY MOLIMPEHICTD i, BiAMOBITHO,
HEIOCTaTHhO BUBYEHMII MaToreHe3, HeHa-
JIEXKHO OOTPYHTOBAHI JTiKYBaJIbHI peKOMEHIa-
1ii cBimuuTh BKMoueHHs1 1gG4-3anexHoro
3aXBOPIOBAHHSI 10 €BPOMNENCHKOro Mepestiky

opdaHHUX XBOpPOO (XBOPOO-»CUDPIT») —
3aXBOPIOBaHb, SIKi 3yCTPiYarOThCS HE YaCTillle
1 Bunagka Ha 2000 HaceneHHsS (HOMeEp y
criicky — ORPHA284264).

Emionozis

Ertiomarorene3 IgG4-3anexHoro 3axso-
pIOBaHHSI Ha TeMEpillHill Yyac HeBimOMMUIA.
Posrasimaiotbes sIK ayToiMyHHa, Tak i ajuep-
riuna teopii. Cepen reHeTUYHUX (PaKTOPiB,
SIKi aCOLII0I0THCSI 3 PO3BUTKOM JIaHO1 MaTo-
Jorii, BKazyloTb Ha ceporunu HLA
DRB1*0405 i DQB1*0401. Icnye rinore3a
IIpo MOJIEKYJISIpHY MiMikpito Mixk Helico-
bacter pylori Ta KJIiTMHAMM allMHYCIiB T~
IIJIYHKOBOI ~ 3ajio3M  (MiX  IUIa3MiHO-
TeH3B's13yBaTbHUM Oiikom H. pylori Ta y6ik-
BITMHIIpOTEiHmira3on E3 anmmHapHuUX KiTi-
TUH). AyTOIMYHHi peakiii Ta iHpexuiiHi
areHTU € NMOTeHUiMHUMU Tpurepamu IgG4-
3aJ1EXKHOTO 3aXBOPIOBAHHSI.

Mlamozene3 i namomopdionoz2iq

Xoua y xBopux Ha IgG4-3amexxHe 3axBo-
proBanHs1 piBeHb IgG4 B cupoBariii KpoBi
Moxe y 50 pa3iB MepeBUILyBaTH BEPXHIO Me-
2Ky HOPMHU, Or0o poJib y MaToreHe3i 3aiuiiia-
eTbest HesicHow. [gG4 — e HaliMeHIT yuc-
JieHHui cyokiac IgG, sikuii CTaHOBUTD JIM-
me 5% Bin 3aranbHoro IgG B cuposariii
KPOBi 310pOBUX AOPOCIUX (HOPMU HOTO CU-
POBaTKOBOTO piBHSI KonuBatoTbes Bim 0,05
no 1,4 r/n). IgG4, Ha BiAMiHY BiA iHILIMX
knaciB IgG, He akTUBYe KOMILJIEMEHT i Bi-
Jirpae oOMeXXeHy poJib B iMyHHiil CTUMYJISI-
uii. Cuntes I1gG4, sax i IgE, perymoerscs T-
xearepaMmu 2 tumy. T2-xesmnepacouiiioBaHi
LIMTOKiHU, TakKi SK iHTepaeiikiH-4 (IJ1-4) Ta
1JI-13, crumymorots cunte3 IgG4, a 1J1-10,
-12, -21 mopyuytots 6anaHc mix IgG4 Tta
IgE B 6ik 3pocranns IgG4. Lleit BUCHOBOK
Y3TOIXYETHCS 3 TEOPI€IO TIPO Te, 1110 CUHTE3
IgG4 in vivo iHIyKy€ThCS TIEPEBaKHO B YMO-
Bax T2-xenmnepHoi JOMiHYHOUOi iMyHHOI pe-
aKIii, 10 XapaKTepU3yeTbCs aKTUBALLEIO
perynsatopHux T-miM@o1uTiB, SIKi CUHTE3Y-
1otb 1JI-10. BubipkoBy iHAYKIIiI0 CUHTE3y
1gG4 HasuBaoTh MogudikoBaHOO T2-xe-
MEPHOIO BiMOBIAIIO.

limoTe3y npo ayToiMyHHY JIaHKY B I1aTo-
reHe3i IgG4-3a1eXHOTO 3aXBOPIOBAHHS
MITBEPIKYE TillepraMMarjiooOyiaiHeMist Ta

Ta6nuus 1. AudepeHuiiHa giardocruka Al 1 ra 2 tunie (Okazaki K. et al., 2011)

ORI (Ig(54-?.¢:u|¢s:(:el 31::::>p|onauuu) Ll
Po3noBciopxeHicTb Asisa > €spona, CLUA €spona >CLUA> Asia
Bik ne6ioty cepepHii i crapLumii monoawi
Crate 4ONOoBiKM > XiHKM 4ONOoBIKM = XiHKM
Bonbosuii cunppom piako 4acTo No TUMY rOCTPOro NAHKPeaTUTy
XoBTaHuus yacro 4acro

Bizyanizauis nigwnyHkosoi

3ano3um

PiBeHb cupoBarkosoro IgG nigBULLEHUIH
PiseHb cupoBatkoBoro IgG4 nigBULLLEHUI
Bupaskosuii konit piako
Bignogigb Ha TK NO3UTUBHA
Peuupus 4yacro
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HasIBHICTb acOlLiOBaHMX ayTOAHTUTIJ, Ha-
MPUKJIA, TAKUX SIK aHTUTIJIA 10 JJaKTOhepU-
Hy, kap6oanriapasu Il npu ayroiMmyHHOMY
MMaHKpPeaTUTi, aHTUHYKJIeapHi aHTUTIJIA TIpU
3ananbHiil 1gG4-3anexHiii aHeBpu3Mi aop-
TH. Xouya MeXaHi3M, 3a JIOTIOMOIOI0 SIKOTO
B-KJiTUHM PETYJIIOIOTh MiJBUIIEHHS PiBHS
Ig xnacy G4, 10CKOHAJILHO HE BUBHAYCHMUIA,
HelaBHI TATOTiCTOJOTIUHI JOCHTiIKEHHS
ypaxXeHoI TKaHUHU rokaszaiu, mo CD4" T-
Xearepy 2 TUIY i peryasTopHi T-KmiTuHM
BiirpaloTh BAXJIMBY POJib Y HAUIMILKOBIA
npoaykuii IgG4 i po3BuTKy (idpo3y TKa-
HUH.

Ha xopucTts anepriuHoi Teopii matoreHe-
3y Ig(G4-3ajexkHOro 3axBOPIOBAaHHSI T'OBO-
PUTH 3B'A30K i3 T2-XenmepaoMiHYIOUUMU
peakuisiMy, TMpo IO CBITYUTH MOCHUJICHHS
ekcrpecii MPHK T2-xennepHux HUTOKiHiB,
takux sk 1JI-4, -5, -13, y xBopux Ha IgG4-
3aJIeXXHE 3aXBOPIOBAaHHSA. T2-XeamnepHi 1u-
TOKiHU CHPUSIIOTh CIOJYYHOTKAHUHHIN
npodidepaliii, BIuiMBaloYM Ha Makpodaru
Ta Me3eHximManbHi KiaituHu. ITpu 1gG4-3a-
JIEXKHOMY 3aXBOPIOBAHHI CIIOCTEPIra€ThCs
iH(IIBTpalisg OpraHiB peryisiTopHuUMHu T-
kiitnHamu Ta CD4", CD25" T-nimdormra-
MM, TaKOX CIOCTEpIra€Thbcsl MiJBUILEHA
eKCIIpecis 3anaabHuX HUTOKiHIB — [JI-10 Ta
TpaHchopmytouoro @akrtopa pocty Oera
(TDP-B). ¥ cBoto uepry, 1JI-10 crumyiioe
B-xnitunny nponykuito IgG4, a TOP-B
ctumMyioe (pidpos. MacuBHa iHpinbTpais
3aMaJIbHUMU KIIITUHAMU YPaKEHOT0 OpraHy
MPU3BOAUTL 10 MOro MyXJIMHOIMOAIOHOTO
30UIbLIEHHS] Ta PO3BUTKY OPraHHOI AMC-
(byHkii. YiukomkeHHs emniTesnito Moxe Oy-
THU pe3yJbTaTOM 3arajeHHs TKAaHUHU Ta Bifl-
KJ1aJaHHS iIMyHHUX KOMILJIEKCIB.

Ha mixHaponHoMy cumImosiyMi 3 npoo-
nem IgG4-3amexXHOTO 3aXBOpPIOBaHHSI B
M. bocrowni (CILA) 2011 poky OyJ10 TpuiiHs-
TO peKOMEHallil 3 MaTOriCTOJOriYHOl Jiar-
HocTtuku (Deshpande V. et al., 2012). Xapak-
TEPHUMU TATOTiCTOJIOTIYHUMU OCOOJMBOC-
tamu [gG4-3a1eXHOro 3aXBOpIOBaHHS BU3-
HaHO KJIACMYHY MOpdOIIOTIYHY Tpiamy (JTim-
(pormazmonuMtapHa iHdinbTpattisi, ¢iopos 3
posranryBaHHsAM (HiOpoOIACTiB Bim LIEHTPY
1o nepudepii pamialbHUMM IMydyKamMu, ie-
0iT 3 00JIiTEpALIi€I0 MPOCBITY CYAUHN) Ta 10-
naTtkoBi mposiBu (yebit 6e3 obJitepartii

3n0poBs” YKpaiHu

0.B. fipemetko

MPOCBITY CYIUHU Ta €03MHOMIbHY iHDINb-
Tpauito). HasBHicTb HelTpodinbHOI iH-
dinbTpalii TKaHWH, TpaHyJIbOMU, HEHUTPO-
dinbHUX MiKpoaOcCLeciB i BacKyJiTy 3 efe-
MEHTaMU HeKpo3y BUKJIIoYae aiarHo3 IgG4-
3J1€XKHOT0 3aXBOPIOBAHHSI.

Knacudpikauis

3aragbHonpuitHATOI Kiacudikanii IgG4-
3aJIeXKHOTO 3aXBOpIOBaHHS Hemae. Llst maro-
JIOTisl BKJIIOYAE TaKi HO30JIOTIUHI OIMHUILII,
gk AlIl, xBopoba Mikyniua (XM), Tupeoi-
mut Pinenst (TP), nceBmonyxivHa opoitu,
MyJibTU(OKanbHUI (PidpocKiepos, 3amalib-
Ha aHeBpu3Ma YepeBHOI aOpPTU, XPOHIUHUI
CKJIEpO3YIOUnii aOpPTUT, MPOCTATUT Ta iH.
Ilepenik 1ux 3aXBOpIOBaHb KOXHOTO POKY
MEePerIsSIIa€EThCs Ta JOMTOBHIOETHCSI.

Kniniyna kapmuna

IgG4-3anexxHe 3aXBOPIOBAaHHS MOXE Bpa-
JKaTU MPAKTUYHO Oyab-SIKWiL opraH, i ioro
CUMMTOMU 3ajiexXaTh Bil 3aJlydeHHsI KOH-
KPETHOTO OpraHy-MillleHi, yacto y ¢opmi
06'emHoTrO0 yTBOopeHHs. Haitvyacrime mo mna-
TOJIOTIYHOTO TIPOIIECY 3aTyJaloThCs ITif-
LUTYHKOBA 3aJ103a, Tenaroo0ijliapHuil TpakT,
CJIMHHI 3a7103u, opOiTa, JiMpaTuuHi By3/u,
3304epeBUHHUI MPOCTip, aopTa, cepenoc-
TiHHSI Ta LIMTOIOMAIOHA 3aj03a. 3a3Buyait
3aXBOPIOBAHHSI Ma€ TiATOCTPUIL Tepeoir, iy
OUIBIIOCTI XBOPUX BIICYTHI KOHCTUTYLIHI
cuMIToMu. [Homi criocTepiraeThest 6e3cuM-
NTOMHUIA Mepeodir 3 BUMAAKOBUM BUSIBJICH-
HSIM 301IbIIIEHHS OPTraHy 3a JaHUMMU IHCTpY-
MeHTaJbHOTro oocTexkeHHs. o 40% xBopux
3 IgG4-3a1eXXHUM 3aXBOPIOBAaHHSIM MalOTh
aJIepTiuHi MposIBM, TaKi SIK aToIlisl, eK3eMa,
OpoHXiaJlbHa acTMa, XPOHIUHUI CUHYCHT i
eo3uHodinig. BaxianBoi 03HAKOIO I1bOTO
3aXBOPIOBAHHS € MO3UTUBHA KJIiHiYHA Bifl-
MOBiJIb Ha Tepalliio ex juvantibus rII0KOKOop-
tukoinamu (I'K).

MialAyHKOBa 3aA03a

[TigmuiyHkoBa 3aj03a € OpraHoMm, IO
HaiyacrTillle Bpaxa€eThbcsl y XxBopux Ha IgG4-
3aJIeXKHe 3aXBOPIOBAHHS. 3a JaHUMMU JliTe-
patypu AIIl noninserscs Ha Tunu 1 Ta 2.
AIIl 1 tuny craHoBUTH Juine 2-6% ycix
BUNAJKIB 1i€ei XBOopoOM, i came BiH pPoO3-
IJISIIAETBCS  SIK  MaHKpeaTUYHUN MpPOsB

Ta6bnuug 2. AudepeHuiituii iardo3 IgG4-3anexHoro saxsopioeants 3 CLU (3a Moriyama M. et al., 2013)

OsHaku
Mik manipecrauii
Crate
MopyueHns cekpewuii

36inbLeHHs 305103
Cianorpadis

IHdinbTpavis IgG4* nnasmatuuHumu

Cunppom Lerpexa
40-50 pokis
YONOBIKM < XKiHKM
nomipHe a6o BUpaxeHe

nepioauyHe

MAnIoHOK «aepesa»

IgG4-3anexHe 30XBOPIOBAHHS
60 pokiB
YONOBIKM < XiHKU
BifiCyTHE 060 He3HaYHe
cTifike

AedekT napeHximu,
6€3 3any4eHHs NPOTOK

KNiTHHAMK - *
Cupogsarkosuii IgG 4acTo NiABULLEHUIA BUCOKMI
Cuposarkoswuii IgG4 HOpMUNbHUI BUCOKMI
KomnnemeHT cupoBaTku Kposi HOPManNbHUIA 4acTO HU3bKMI
Anti $S-A/SS-B antutina BUCOKMIA piBeHb piako
AHTMHYKNEdApHi aHTuTING yacro piako
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IgG4-3anexHoro 3axBoproBaHHSI. Xapak-
tepHUMU ocobauBocTsaMu AlIT 1 tumy e taki
TIPOSIBU: HASIBHICTh HEBMPAXEHOTO OOJBO-
BOTO CHHIPOMY, SIK TPABWIO, 0€3 TOCTPUX
HamnajiiB MaHKpPeaTUuTy, BUIAIKOBE BUHUK-
HEHHSI MEXaHIYHOI XKOBTSHULIi, 301IbLLICHHSI
pPiBHSI CUpPOBAaTKOBUX TaMMa-IJIOOYJIiHiB,
IgG i/a60 1gG4, HasgBHICTb ayTOAHTUTIN, 1~
(y3He uM BOTHHUILEBE 30iMbIIEHHS TIi/-
LTYHKOBOI 3aJ1031 200 HAsIBHICTb MEPUTIAH-
KpeaTUYHOIo KarcyaomoaioHoro obinka 3a
nanumu KT ta MPT, HeperyisipHe 3By>KeH-
HSI IIPOTOKY ITiAIITYHKOBOI 321034 (ITaHKpe-
aTUT 3 eJIeMEHTaMU CKJIEpO3y 3a JaHUMU €H-
JIOCKOTIYHOI PeTpOrpagHoi XoJaHTionaH-
Kpeartorpadii), TicTojoriyHa KapTuHa — iH-
dinbrpauis nimdbouutamu Ta IgG4-nosu-
TUBHUMM IIa3MaTUUHUMU KJIiTUHAMU, (i0-
po3 i ¢ediT 3 obmiTepalli€lo MPOCBITY Cy-
JIMH; HasIBHICTb Y TPETUHU XBOPUX €KCTpa-
MaHKPEeaTUYHUX MPOsIBiB (CKJIEPO3YIOUUit
XOJIQHTIT, CKJIEPO3YIOUNii XONEIUCTHUT, CKIIe-
pO3YIOUMii ciaJloafeHiT, iHTepCTULIIHHUI
HePUT, XPOHIYHUI TUPEOITUT Ta iH.), Bil-
nosigs Ha Tepamito ['K. Sk mpasuino, AlIl
1 TuITy 3yCTpiYa€eThCs y YOJIOBIKIB CEpeTHHOTO
Ta crapiuoro Biky. [ludepeHiiiiiHa giarHocTu-
ka AIIT 1 ta 2 TuriB HaBexeHa B TaOJULI 1.

3BaXkalouu Ha BiK XBOpUX, MepeBaskaHHS
YOJIOBIKiB, HasIBHICTb 0€300/1iCHOI KOBTSI-
HULI Ta 00'€MHE YTBOPEHHSI MiAILTYHKOBOL
3aj1034, BaxauBo audepeHuiroBatu Alll
1 TuMy 3 pakoM MiaILTYHKOBOI 3J103U. Y peT-
POCIEKTUBHOMY [JOCHiAXEHHI [HCcTUTYTY
[>xoHa XomkiHca Oyn0 Bil3Ha4yeHO, IO Y
2,5% XBOPUX, SIKi IIEPEHECIIN TTAHKPEaTOIyO-
JMCHEKTOMIIO Y 3B'SI3KY 3 paKOM TIiIIITYHKO-
BOI 3aJ103H, TiCTOJIOTiYHO OYJI0 AiarHOCTOBA-
Ho AIIT 1 tumny.

LLinTonoaioHa 3ar03a

32010 p. TP BigHOCSTH 10 nposiBiB IgG4-
3aJIEKHOTO 3aXBOproBaHHS. Ha BimMiHy Bif
IHIIMX KJIiHIYHUX MaHidecTalii 1aHOoTro 3a-
xBoptoBaHHs1 TP 3ycTpiuaeThes epeBaxHo y
KIHOK. XapakTEpHUMHU KJIiHIYHUMHU MPO-
sBamMu TP € HasIBHICTb CUMIITOMiB KOMIIpecii
(3amuika, aucdarisi, OCUILIICTb TOJIOCY,
aoHist) Ta MOXIIMBOIO ypaxKeHHs iHIIMUX
opratiB (MemiacTuHaIbHUI (PiOpO3, peTpo-
NepuToHealbHUI (PiOpO3, XOJaHTIT, MaH-
KpeaTuT ToIio). Yacto [0 MaToJIOTiYHOTO
TMpoliecy 3aTy4aloThCsl TAKOX MapaliuTono-
NIIOHI 3aJ1031 3 PO3BUTKOM CUMIITOMIB Tillo-
rapaTtupeo3sy. 3a JaHUMU BiIKpUTOi Oioricii y
xBopux Ha TP BusBnstiors audysHuii abo
BOTHUILIEBUI (HiOPO3 IUTONOAIOHOT 3a7103H,
SIKUIA 3a3BMYAil BUXOIUTh 32 MEXi KarcCyJu,
pyiiHYBaHHS (DOMIKYJISIPHOI apXiTeKTypH,
(seliT 3 obITiTEpaLIi€ro MPOCBITY CYAMH, 3Mi-
maHy iH@inbTpauito JiM@ouTaMiu, €03MHO-
dinamu i IgG4-O3UTUBHUMU TIJIa3MaTUY-
Humu kiaituHamu. Cepen 1abopaTOpHUX 03-
HaK HEOOXiIHO BiIMIiTUTH MiIBUILIEHHS PiB-
Hsa IgG4 B cupoBaTLi KpOBi Ta HAsIBHICTh y
2/3 xBopux aHTUTUpeoinHux AT.

TP nmotpidbHo mudepeHIitoBaTH KIiHIYHO
Ta TiCTOJIOTIYHO Bil 3JI0SIKICHUX HOBOYTBO-
peHb, OCOOJMBO aHAILIACTUYHOTO PAaKy,
JliMpomMH i capKOMU ILIUTOMOAIOHOT 3aJ103H1.

CAMHHI Ta CAi3HI 3aA03K
XBopob6a Mikymiua (XM) Bimoma nofc-
™y e 3 1892 p., mpore nume 2004 p.

SIMOHChKUIT BUeHUit M. Yamamoto onucas
3B'S130K JaHOTO 3aXBOPIOBAHHS 3 TIiIBHUIIIC-
HUM piBHeM cupoBatkoBoro I1gG4. Xapak-
TEPHOIO KIIiHIYHOKW o3Hako XM e 0e3-
0osicHe nudy3He cuMeTpuuHe ab0 acCUMeT-
pUYHE 30i/IbILIEHHS CIi3HUX i CIMHHUX 3a-
JI03 3 HOpMaJIbHOO 200 HE3HAYHO IMOpYILIe-
HoOlo cekpeli€eto. AMoHCbKUM TOBAPUCTBOM
3 BuBueHHs1 CLL B 2008 p. Gys10 3amporoHo-
BaHO Taki [iarHocTUYHi kpurtepii XM
(Masaki Y. et al., 2010):

® CUMETPHYHHMiIi HAOPAK NPUHAWMHI JIBOX
map cli3Hoi, MPUBYIIHOI a00 mixmenenHol
3aJ103 MPOTATOM He MeHIIe 3 Mic,

i

® [iaBUINEHHUIT cupoBaTKOBHIi piBenb 1gG4
(>135 mr/nn),

ado

® HASIBHICTh TiCTOMATOJIOTIYHHMX O3HAK,
BKuI0yaro4n Jgimdonurapny i IgG4"* nrasmo-
KAiTUHHY iHdinbTpanio (cniBBiAHOIEHHS
IgG4"/IgG* nnasmaTuynux Kiaitun >50%)
3 TUNOBUM (Hi0OPO30M TKAHMHH.

st peBMaToJiora BaxXJIMBUM € TIPOBE/IEH -
Hs1 mdepeHLiifHOoI AiarHocTuKu Mixk XM Ta
CII. XM mae psin BinMiHHOCTeH Bin Kiia-
cugnoro CIII, 110 MoisITaoTh y HACTYITHO-
My: 1) pi3HuL reHaepHOTO posnomiay (XM
BUHUKAE 3 OJJHAKOBOIO YaCTOTOIO SIK Y YOJIO-
BIiKiB, Tak iy xiHoK, Toi sk CILI — B ocHOB-
HOMY Y XIiHOK); 2) CTiiiKoMy 30iJlblIeHHI
CI3HMX 1 CIMHHUX 3aj03; 3) HOpMaJbHii
cekpelii a00 HE3HAUHOMY MOPYIIEHHI CeK-
peliii 3a5103; 4) MO3UTUBHIN BiAMOBIAI Ha JIi-
kyBaHHs ['K; 5) rineprammMarnoOyniHemii 3a
paxyHok IgG4, ninpumenHi IgE i Hu3bKiit
YacTOTi BUSIBJICHHSI aHTUHYKJIEAPHUX, aHTHU-
SS-A'i SS-B aHTuTin Ta peBMaToinHOIO (hak-
TOpa B CHPOBATLIi KPOBI; 6) 4acTOMY ITO€IHAH-
Hi 3 pozButKoM AlIl 1 Tumy; 7) hopmyBaHHi
JIEKiIbKOX FepMiHATUBHMX LIEHTPIB Y 3a7103UC-
Till TKaHMHI (TepMiHATUBHUI LIEHTP — 30HA
NiMGOITHOI TKAHWHU, B SIKiil BinOyBa€eThCs
aQHTUIeHHA aKTUBAllis, TIpoJtipepaliist Ta au-
(epenuianis 3pinux B-kiitun). CLL xapak-
TEPUBYETHCSI MEPUNYKTAIBHOWO JiMGbOLIM-
TapHOlO iH(inbTpalielo 3 arpodiero ado
3HAYHUM DPYHHYBaHHSIM alMHYCIB (Masto-
HOK «JIepeBa» 3a JaHUMU ciajorpadii), a mpu
XM BUSIBIISIETbCS TIO3aTlepUAYKTaIbHA JIiM-
(boruTapHa iHGIABTpaLlisl 3 TiMepruIacTUY-
HUMMU T€PMiHATUBHUMU LIEHTPAMU, TTIOMipHE
pyiHYBaHHSI allMHYCiB 0€3 ypaXKeHHs IIpo-
ToK (Tabs. 2). Y xBopux Ha CIII, Ha BinMiHy
Bim XM, HIKOIM He BWHMKAE i30JIbOBaHE
ypaXXeHHSI TiJHWXXHbOILEJIEeNHOI CIMHHOI
3aJ103U.

st BUpIlIEHHSI TPAKTUYHUX 3aBIaHb
nudepeHLiiiHol fiarHocTuKU XM, 9K Mposi-
By IgG4-3anexHoro 3axBoproBaHHsi, Ta CIII
3a KJIiHIKO-J1a0opaTopHUMMU AaHuMU (0Oe3
3aCTOCYyBaHHSI 0ioIICii) JliKapro-peBMaToio-
ry Moxe OyTM KOpUCHOIO iHhOpMallisl TTpo
MOPiBHSIbHY YaCTOTY OCHOBHUX KJIIHIYHUX
O3HaK i 1abOpaTOPHUX BiIXUJIEHb, OTPUMA-
Ha y 64 xBopux 3 IgG4-3aneXHUM 3aXBOPIO-
BaHHSM, BKJIovyaroun XM, ta 31 xBoporo 3
CUI (taba. 3).

Kpim CUI, nudepeHuiiinuit aiarnoz XM
MPOBOASITH 3 CApPKOINO30M, XBOPOOOIO
Kacnamana (MacuBHa rimepruiasist Jimda-
TUYHUX BY3JIiB CEPENOCTiHHS Ta/abo iHIIOT
JloKasizauii), rpaHyjiemaTto3oMm BereHepa,
JniM¢poMaMM, paKoOM Ta iH.
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Ta6nuusa 3. MopieHanbHA YacToTa KNiHIYHMX | na6oparopHux 3miH y xsopux i3 CLU Ta IgG4-3anexHum
3axBopioBaHHsaM, Bknioyaioun XM (Masaki Y. et al., 2009)

O3Haku Cunppom LWerpena, % = IgG4-3anexHe 3axsopioBaHHs, % p

CMHAPOM CYXOro oKa 93,5 32,8 <0,001
Cyxictb y pori 87,1 37,5 <0,001
Aprpanrii 48,4 15,6 0,001
AnepriuHuii puHit 6,5 40,6 0,001
InTepcTuuiitHa NnHeBMOHis 32,3 9,4 <0,01
InTepcTuuiiHunii Heppur 6,5 17,2 H.A.

AyToiMyHHMIi NaHKpeaTuT 0 17,2 <0,05
Cupoearkoswuii IgG (mr/pn) 2473 2960 <0,05
Cuposarkosuii IgG4 (mr/an) 24 698 <0,001
Cuposarkoswuii IgA (mr/an) 390 195 <0,001
Cuposarkosuii IgE (MO/mn) 15,3 307 0,005
3Hmxenns CH50 48,4 57,8 H.A.

Autn S5-A/SS-B antutina 100 1,6/0 <0,001
AHTUHYKNEapHi aHTUTING 90,3 23,4 <0,01
Peemaroigtuit pakrop 87,1 26,6 <0,01

Op6iTn

M'gki TKaHMHU OpOITH, SIK TIPABUIIO, 3a-
JIYYaIOThCS 10 IMATOIOTIYHOTO TIPOIIECY i MO-
KyTb OyTH nepmuM rnposiBoMm IgG4-3anex-
HOTO 3aXBOpPIOBaHHSI. B TWITOBMX BHUTMagKax
3'IBIIIETbCS] OMHOCTOPOHHI ab0 JBOCTO-
pPOHHill Ge300yicHMIT HaOpsIK TOBIK Ta €K-
30(TajbM 0e3 BIUIMBY Ha TOCTPOTY 30py ab0
cumnromu cyxocti. Ilpu ypaxeHHi M's3iB
OYHOTO SI0JTyKa MOXJITMBE BUHUKHEHHS T10-
pyuieHHs ix dyHKILii, a mpu KoMIpecii ou-
HOTO HepBa — 30poBi posdnaau (puc. 1). Ha
BiZIMiHY Bijl TpaHyjeMato3y BereHepa, pyii-
HyBaHHSI IIPUJIEIJIOl KiCTKM HE € XapakKTep-
Howo o3Hakow I[g(G4-3ayexxHoro 3axBoplo-
BaHHs. [icToyoriyHo npu ypaxkeHHi opOiT
crocTepiraloThesl KaacuuHi nposisu IgG4-
3aJIEXKHOTO 3aXBOPIOBAHHS, ajie 3pijKa BU-
HMKae ¢idpo3 3 posTairyBaHHSIM (ibpo-
OyacTiB Bim LeHTpY A0 nepudepii pamiaib-
HMMM ITy9KaMU.

AereHi

VYpaxkeHHsI TUXadbHOI CUCTEeMU BUHMKAE
y 14-50% xBopux Ha IgG4-3anexxHe 3aXBO-
pPIOBaHHS i MOXe OyTH i30JJbOBAaHUM IIPOSi-
BOM a00 MOEIHYBATUCS 3 3AIYyYEHHSIM iH-
IIMX OpraHiB. Y MOJIOBUHU XBOPUX YpaXKeH-
HS JIeTeHb Ma€ CUMIITOMaTUYHUI mepedir
(Kawenb, 3aAuIlIKa, Oilb Y IPYAHIN KIiTL).
3axBOPIOBaHHS CYINPOBOMXYETHCS TMiABHU-
meHHsM piBHs IgG4 B cupoBaTIli KpOBi, BU-
HUKHEHHSM BOTHUIN, $IKi J00pe BUSBIS-
10Tbcs MPT 3 KOHTpAacTyBaHHSIM UM MO3UT-
poH-eMmiciitHoto ToMorpadieto (ITET), i mo-
3UTUBHOIO peakliielo Ha Tepamiio ['K.
CriekTp KJIiHIYHUX TPOSIBIB BKJIIOYAE TICEB-
JOTYXJINHY, iHTEPCTULIiHY THEBMOHIIO,
MeNiaCTUHAIBbHY JiMdaleHonario, Memia-
CTUHAJbHUI (hiOpPO3, CTEHO3 AUXATbHUX
HUISIXIB Ta TUIEBPUT. YCi KIIiHIYHI TPOSIBU
IgG4-3aexxHOro 3axBOpPIOBAHHSI HECIELI-
(iuHi, 1110 CTBOPIOE 3HAUHI TPYIHOILLi B IIPO-
BeleHHI nudepeHLiitHoro miarHosy 3 imio-
MaTUYHOK IHTEPCTULIIMHOK MHEBMOHIEIO,
iHTepcTuiitHuM Gidpo3oM, capKoino3om,
paKkoM JieTeHb Ta CUCTEMHUMU 3aXBOPIOBaH-
HSIMM CITOJIyYHOI TKaHUHM. B ypaxkeHux
TKaHWHAX BUSBISAIOTH XapaKTepHY JiMdo-
1a3MouuTapHy iHginsTpatito 3 [gG4-no3u-
TUBHUMU TJIA3MOLIMTAMU. Y JIETEHSIX YacTi-
uie, HiXX B IHIIMX OpraHax, 3yCTpidyaeTbCst
00JiTepyOUYMii apTepiiT.

Puc. 1. YpaxxeHHs op6it, ouHOro HepBa Ta cnMHHUX 3ano3 npu IgG4-3anexHomy 3axsopioanHi (Pieringer H. et al., 2014)

A - kontpacthe T1-3saxeHe MPT-306paxeHHs ronoBM 3 MACHBHUM yluyinbHeHHsM iHppaopbiTansHoro Hepsa (4epeoHa cTpinka). B — naroricronoriune gocnipxenns Giontary camHHoi 3ano3m
3 03HOKAMM BMPaXeHoi nimdonnasmoumTapHoi ikdinsTpawii | Gibposy (nisopyy) Ta winsHoi iHdinbtpauii [gG4-npoayKyouMMM MNAZMATUYHUMM KNITUHAMM (NpaBopYY).

PetponepuroHearbHuit hibpo3
Ta YpaXXeHHS BEAMKUX CYAMH

Perponeputoneanvuuii piopo3 (PIID) —
XPOHIYHE 3aIajJibHe 3aXBOPIOBAHHS 3 BUpa-
XKeHUM (HiOpO30M TKAHUH 3a04€PEBUHHOTO
npoctopy. PII® 31e6inblioro BUHUKAE Y
YOJIOBIKiB CEPEeIHbOrO BiKY Ta aCOLOEThCS
3 majiHHsIM. KutiHiuHO y XBOpHUX 3 ABOOiU-
HMM MacCHBHUM PO3POCTAaHHSAM ILiJIbHOI BO-
JIOKHUCTOI CTIOJYYHOI TKAHUHU B PETPOIIe-
PUTOHEAJbHIN KJITKOBUHI BUHUKAE JBO-
CTOPOHHSI OOCTPYKIIisl CEYOBOIIB 3 PO3BUT-
KOM 0OJIbOBOIO CMHAPOMY i aHypii. 3a na-
HHUMH JIiTepaTypH, y AesKuX XBopux 3 PIID
JliarHOCTOBaHO minBuileHui piBeHb IgG4, a
MaTOriCTONIOTIUHI 3MiHM aHAJIOTiYHI 3MiHAM
npu AIIT 1 Tuny. Ha paHHix cragisix y xBo-
pux 3 PII® nepeBaxkae 3ananbHa iH(DITb-
Tpauis JiMGOoLUUTaMU, a B OUIbII Mi3HBOMY
nepiofi — bidpo3.

1gG4-3anexxHuit aopTUT 3a3BUYAll Mae
0e3CMMIITOMHUI MepeOir i Moxe 1e010TyBa-
TU PO3PUBOM aHeBpu3Mu aoptu. Y 40%
XBOPHX i3 3aMajbHOI0 aHEBPU3MOIO YepeB-
HOI aopTH BUSBISIOThCA MigBuileHHs [gG4
B cHUpoBaTli KpoBi, iHdinsrpauisa [gG4-mo-
3UTUBHUMM TIA3MOLIMTAMU, OOJTiITEpYIOUMit
¢nebit i mo3uTuBHa Binnosinb Ha ['K-Tepa-
nito. XapakTtepHoto o3Hakoro 1gG4-3anex-
HOT'O aOpTUTY, 3a JaHUMU KoHTpacTHOI KT,
€ KPYroBe IMOTOBILEHHS apTepiajbHOI CTiH-
KU, 110 3yMOBJIEHO 3aMaJIeHHSM Ta CKJIepo-
30M aBEHTULi. Piniie 3ycTpiyaeTbest HasiB-
HIiCTb OJISIIIIKOMOAIOHMX 3MiH Ta IEPUBACKY-
JIIpHUX ypaxeHb. Y xBopux Ha IgG4-
3aJIeXKHE 3aXBOPIOBAHHSI MOKIIMBE YpaXkKeHHS
IPYAHOrO Ta YepeBHOIO BiUIiiB aOopTH, a
TaKoX i TOJIOBHMX TiJIOK.

AimcpatnuHi By3Amu

Jlimbanenomnaris criocrepiractbes y 80%
xBopux 3 AlIIl i € 3aralbHUM CHUMIITOMOM
IgG4-3anexHoro 3axBoproBaHHs. Sk mpa-
BUJIO, JIO TIATOJIOTiYHOTO TIpOIlecy 3aryda-
I0ThCSI KiJTbKa TPYI JiMGbaTUUHUX BY3JTiB
(Haio6inbI yacTo — giMGaTUUyHI BY3IH ce-
PENOCTiHHS, BHYTPIIIHbOUEPEBHi i IaxBO-
Bi). Y XxBopux 3 reHepajizoBaHolo Jimdane-
HOMATi€X HEOOXiTHO BUKITIOUUTH JiMpomy,
capkoino3, xBopoby Kacimana abo Mera-
CTaTUYHe ypakeHHs. JlimdaTtuuHi By31m, K
MpaBUJIO, HEBEJMKi, 0€300J1iCHI, KOHCTUTY-
LilHi cMMITTOMM (JIMXOMaHKa i BTpaTa Baru)
BiZICYTHi, a piBeHb JaKTaTAerigporeHasu
HOpMaJIbHU I 200 MiHIMaJIbHO MiABUILICHUIA.

Hus 1gG4-3anexHoi sgimdbaneHonarii xa-
PpaKTepHi Taki ricToJIOruHI 3MiHU: OaratoLeH-
TPOBe ypaxkeHHsI, MoaioHe 10 xBopoou Kac-
JIMaHa, peaKTUBHA (hOJTIKY/ISIPHA TinepIuiasis,
iHTepMOTIKYISIpHUIA T11a3MOLIMTO3 1 iMyHO-
0J1IaCTOLMTO3, TIPOTPECUBHE MEPETBOPEHHS
TepMiHATUBHOTO IIEHTPY Ta 3arabHa ICeBIO0-
nyxiiHa. CuposatkoBi piBHi IgG4, IgE Ta
eo3nHodinM B mepudepuyHiii KpoBi MiaBU-
mieHi y 87, 92 i 53% XBOpHX 3 TiCTOIOTYHUME
kpurepismu 1gG4-3anexHoi nimdaneHomnarii.

Hupkun
HaiiGinbi mommupeHuM ypaxkeHHSIM HU-
pok npu IgG4-A3 € TyOynOiHTepCTULIITHUI

IIponoBxeHnns Ha cTop. 58.
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O.B. ipemeHKo, a.M.H., npodecop, JI.B. Merenuubka,

Hauionanbhuit meamunui yrisepcutert im. O.O. boromonsus, M. Kuis

|qG4-3anexne 3aKBoproBanNg —
HOBA HO30MO02IYHA OQUHULA B pesMamonoaii

IIponosxenns. Ilouatok Ha cTop. 56.

Hedput. 3HauHa KinbKicth IgG4-m1o3uTuB-
HMX KJITHH, crieuddiyHuit hidpos, minBu-
meHuit pieeHb IgG4 (vacTo, ane He 3aBXK/IM)
Ta Biamosiab Ha JikyBaHHs ['K — xapakTep-
Hi pUCH TAHOTO 3aXBOPIOBaHHS. BiaMiHHU-
MU pHCAaMM TYOYyJOIHTEPCTULIITHOTO Hed-
pury y xBopux Ha IgG4-3anexHe 3aXxBOpIo-
BaHHS$I € HASIBHICTb €KCTpapeHaTbHUX MTPOsi-
BiB (ciajoafeHiT, maHKpeaTuT, JicpageHorna-
TisI) Ta BUCOKA 4acTOTA TiMOKOMIUIEMEHTE-
Mii. [HIIMM HedpoJoriyHUM TPOSIBOM
IgG4-A3 € MmeMOpaHO3HMIA TIOMEpYIOHeD-
pUT.

Kawano M. et al. (2011) 3anponoHyBaiu
Taki nmiarHocTuuHi Kputepii mis IgG4-3a-
JIEXHUX 3aXBOPIOBAHb HUPOK:

1. YpaxeHHs HUPOK, IO MPOSIBISIETbCS
3MiHaMu cedi abo Mapkepa(-iB) 3HUKEHHS
(yHKLIT HUPOK ab0 MiIBUILIEHHSIM piBHS
IgG, rinmokomriemMeHTeMie€r0 abo MigBU-
meHHsaM piBHs IgE y cupoBariii Kposi.

2. AHOMaJIbHI PEHTTEHOJIOTIUYHI 3MiHU B
HUpKax (3a maHuMu KoHTpactHoi KT): ok-
pYIJIi ypaXeHHsI HU3bKOI IIUIBHOCTI B KOpP-
TUKAJbHOMY LIApi HUPOK, AUPY3He 30i1b-
IIEHHSI HUPOK, TiMOBACKYJISIpHi cosiTapHi
Macu B HUpPKax, TirepTpodiuHe ypaskeHHS
CTIHKM HUPKOBOI MUCKMU.

3. IligBumienwmii pienp IgG4 cupoBaTku
(>135 mr/mn).

4. Ilpu ricTOJOriYHOMY HOCIIIKEHHI B
HUpKax: LIiJIbHI JiMdoruiazMouuTapHi iH-
dinsrpatu 3 [gG4-1103UTUBHUX TIA3MaTHY -
HMX KJTiTUH >10 B moJ1i 30py Ta/abo CIiBBia-
HowenHs IgG4™/IgG™ knitun >40%, xa-
pakTepHuii Gidpo3, oroueHuit JiM¢oiuTa-
MU Ta,/abo0 Miaa3MaTUYHUMU KIiITUHAMMU.

5. I1pu ricTooriyHOMY JOCTiIXKEHHI eKC-
TpapeHaJbHUX YIIKOIXEHb: IIiUIbHI JIiM-
¢omnazmouuTapHi iHpinsTpatu 3 I[gG4-mo-
3UTUBHUX TUIA3MaTUYHUX KITUH > 10 B TI0JTi
30py Ta/abo cmissigHomennsa IgG4'/IgG*
KiituH >40%.

IHWi nposiBu

3aayyeHHsST HEpBOBOI CHUCTEMM — JIyXe
piAKicHE $SIBMIIE, HaiyacTille ypaXkKaeTbCs
rinogis (rinomityiTapyusm, HELYKpOBUit dia-
0eT Ta JIoKaJlbHe 00'€eMHE YTBOPEHHS) i Iie-
pudepnyHi HepBU. OCOOIMBICTIO YpaKeHHS
nepudepuIHOI HEPBOBOI CUCTEMH € BiICYyT-
HIiCTb HEBPOJIOTIYHOI CUMIITOMATUKHU, 1110
MOSICHIOETHCST iHQITBTPAIlEI0 eTMiHeBPito
MpY LITICHOCTI HEPBOBOTO Tyuka (TiepH-
HeBpaJbHEe 3aXBOPIOBaHHS). Y XBOpUX Ha
IgG4-3anexHe 3aXBOPIOBAHHSI MOXJIMBUIA
PO3BHTOK KiCTKOBMX JAECTPYKTUBHUX 3MiH Y
MPUAATKOBUX TA3yxax HOCA i MOPOXHUHAX
ByXa, a TaKOX YpaXkKeHHs IIKipu epuTeMa-
TO3HUMU OJisilikamMy abo MiAIIKIipHUMU
BY3JIMKaMU, SIKi MalOTh TEHICHLIiO 10 JIOKa-
Jli3auii Ha o6iMuYi abo TOJIOBI i CYNpPOBO-
KYIOThCSI BAHUKHEHHSIM CBepOexy (IKipHa
ncespnoiiMmpoma).  IgG4-acouiiioBaHuii
MACTUT MOKE TTPOSIBJISITUCS Y BUTJISIZI OHO-
ro abo AeKiJbKoX 06e300J1iCHUX YTBOPEHb B
OHii1 a00 000X MOJIOYHMX 3ajio3ax, 3 abo
0e3 03HaK CUCTEMHOTO Tpoliecy. Y 4oJoBi-
KiB IgG4-3anexHe 3aXBOpIOBaHHS MOXe Oy-
T TIPUYUHOIO TIPOCTATUTY, OPXITY, a TAKOX
napaTecTUKyJsipHOi nceBnonyxjauuu. Lle
OJIHi€I0 O3HAKOIO JAHOTO 3aXBOPIOBAHHS €
ypaxeHHsI TMepuKapaa, sIKe MpOosIBISETbCS
CUMNTOMaMU KOHCTPUKTUBHOTO TepUKap-

JUATY.

NaGopamopni gaui

3MiHM MapKepiB 3alajbHOTO IPOLIECY,
takux sK LIIOE i C-peakTuBHMI1 OilOK, HE €
XapaKTepHUMMU JUTS TAHOTO 3aXBOPIOBAHHS i
He KOpPEeJIOIOTh 3 OT0 aKTMBHICTIO. AHTH-
HyKJIeapHi aHTUTiJIa, a TAKOX aHTUTIJIA J0
SS-A Tta SS-B HeratwBHi B OimblrocTi

xBopux Ha IgG4-3ajexHe 3aXBOPHOBAHHS,
ajie yacTo BUSIBJISIIOTb HU3bKi PiBHI KOMILIe-
MeHTy (C3 i C4) i mosikyioHaJbHY rinepram-
MarjoOyniHemito. TTiaBullleHi cUpoOBaTKOBI
piBHi IgE npucyTHi mioHaiiMeHIIe B ONHi€l
TpeTuHU xBopuX. PiBeHb IgG4 minBuieHumii
y 3HAYHOI YaCTMHU XBOPHUX 3 JaHOIO MaTo-
JIori€to, mpoTe y 6;u3bKo 30% malieHTiB BiH
MOXe 3aluIIaTucs B Mexax Hopmu. Cim
niakpecautu, 1o IgG4 He Moxe BUKOpUC-
TOBYBATUCS SIK €AVUHUI KPUTEDiil ms mia-
rHoctuku IgG4-3aneXXHOro 3aXBOpIOBaHHS,
OCKiJIbKM TifaBuilieHuii piBeHb 1gG4 BusB-
TIeThes Y 5% 3mopoBux mogmeit, 10% xBopux
Ha 3JI0SIKiCHIi MyXJIMHU MaHKpeaToOiTiapHol
CHCTEeMU Ta Y HE3HAYHO1 YACTUHM TMAaIliEHTIB
3 iHUIMMU 3aXBOPIOBAHHSIMU (CUCTEMHI Bac-
KYJiTH, LIMpOo3, OpOHXOEKTaTMYHa XBOpobOa
TO1110). 3a y3araJlbHEHUMU TaHUMU, YyTJIU-
Bictb IgGG4 nns BUSBIEHHSI XBOpPUX Ha
IgG4-3anexHe 3aXBOpIOBaHHSI CTAHOBUTH
68-95%, a crieuudiunicts — 80-99%. 3a na-
HUMU MOHOIIEHTPOBOTO MociimkeHHsT Wal-
lace Z. et al. (2014), HOBUM MepCIIEKTUBHUM
b6iomapkepom mis giarHoctuku IgG4-3a-
JIEXKHOTO 3aXBOPIOBAHHSI € BUBHAYEHHSI PiB-
HSl LIMPKYJIIOIOUMX T11a3MO0JIACTIiB Y KpOBi
(30inbLIEHHST PiBHS LMPKYJIIOIOYMX I1J1a3-
MOOJIACTIB BUSIBJISIETBCSI HABITh Y XBOPUX 3
HopMmasibHUM piBHeM IgG4, a iX piBeHb KO-
pEJTIOE 3 aKTUBHICTIO 3aXBOPIOBAHHST).

IHCmpyMenmansHe gochigXexns

OCHOBHMM METOIOM iHCTPYMEHTATBHOTO
obcTtexxeHHsT xBopux Ha IgG4-3anexHe 3a-
xBopioBaHHs € KT ta MPT, siki MOXyTb BU-
KOPUCTOBYBATUCS IUIS1 OLIHKU PO3MOBCIOJI-
JKEHHSI TTpolLiecy Ta KOHTPOJIIO 3a Nepedirom
3aXBOPIOBAHHS, ITPOTE YaCTO HE 1al0Th 3MO-
v BiapizHUTU 1gG4-3a1exxHe 3aXBOPIOBaH-
H$ BiJl 3710KiCHUX HOBOYTBOpEHb. JlJisl BU-
SIBJICHHS TMaTOJIOTi1 IIUTYHKOBO-KUIIIKOBOTO
TPaKTy BUKOPUCTOBYIOTh €HIOCKOIIYHi Me-
TONM, BKJIIOYAIOUM EHAOCKOMIUHY peTpo-
rpasHy XoJaHrionaHkpearorpadito. Crip-
HMM 3aJTUIIAEThCS TTUTAaHHS BUKOPUCTAHHS
[TET s niarHOCTMKM 1aHOTO 3aXBOPIOBaH-
HS$l, X04a 3IaTHICTh LIbOTO METO/Yy Bi3yasi3y-
BaTW BOTHUIIA 3 aKTMBHUM MeTabOJi3MOM
MoOXe OyTHM KOPUCHOIO IJIs1 AudepeHiiiHOol
JiarHOCTUKU (hiOpOo3HO-PYOLIEBUX i 3amaib-
HMX 3MiH pi3HOI JoKai3allil.

Jliaznocmuka

Hnsa nmiarHoctuku IgG4-3anexHoro 3a-
XBOPIOBaHHSI BUKOPUCTOBYIOTh IiarHOCTUYHI
KpUTEDIi, sIKi 6a3yr0ThCsl HA KIIIHIYHUX, iMy-
HOJIOTIYHHUX Ta TiCTOMATOJOTIYHUX OCOOJIM-
BOCTSIX, a00 opraH-cneundiyHi Kpurtepii
J1st okpeMux mposiiB 1gG4-3anexHoro 3a-
xBoproBaHHs (AIIT, XM, IgG4-3anexHe 3a-
xBoptoBaHHS HUpoK Touo) (Umehara H.
et al., 2012):

1. Kniniuni — mudy3nmii a60 BorHUIeBuii
HAOPSK YM MyXJIMHONO/iOHE YTBOPEHHS B O/~
HoMy a0o OiJbie opraHax;

i

2. JlaGopaTopHuii — migBUIIEHHi PiBEHDb
IgG4 >135 mr/mn (1,35 r/a);

abo

3. Ticronoriyni:

A. JlimonurapHa i niaasMoKITiTHHHA iH-
(insrpauis 3 TunosuM ¢idpo3oM TKAHUHM,

B. Indinsrpania IgG4"™ nnasmarnanumu
KaiTiHamu: cnisBignomenns IgG4* kmitun/
IgG" kaitun >40% a6o >10 IgG4" nnasma-
THYHUX KJITHH y N0 30pY.

3a HasgBHOCTI BCiX TpbOX KpUTEpIiB mia-
rHo3 IgG4-3a1eXXHOr0 3aXBOPIOBAHHSI BBa-
JKa€eThcsl BU3HaYeHUM. JliarHo3 € Biporia-
HUM, SIKIIIO Y XBOPOTO MpUCYTHi 1 Ta 3 Kpu-
Tepii, ane piBeHb 1gG4 B cupoBaTii KpoBi
<135 mr/an. BigcyTHicTh a00 miarHOCTUYHA
HEBM3HAYEHICTh TiCTOJIOTIYHUX JAHUX 3a
HasIBHOCTiI KpuTepiiB 1 Ta 2 CBiguuTh PO

3n0poBs” YKpaiHu

1. YpaxxeHns oprana: 1udy3Huit a00 BOTHHIIEBHI HAOPSIK 91
MyXJINHOTIOIIOHE YTBOPEHHSI B OJJHOMY a00 Oijblie opraHax

+

2. Ilineumenns pisus IgG4 B cuposarmi kposi >135 mr/mn

GOl

3. licrosnoriuao*:
IgG4 ' /1gG"
xiitiad >40% ab0o
>10 1gG4"
IUIa3MaTHYHUX

KJIITHH y IO 30Dy

b

o

3. licrosoriuno*:
IgG4 ' /1gG"
xiitiad >40% abo
>10 1gG4"
IUIa3MaTHYHUX

KJIITHH Yy TIOJI 30py

oo

Hi bioncis ne Hi bioncis ne
IIPOBOANIACH IIPOBOANIACH
JliarHo3 JliarHo3 JliarHo3 Miarxo3
BU3HAYECHUH MOKIIUBUI BIPOTiTHUI BUKJIFOUEHUI

3

HHUPOK TOII0)

Opran-cnenudidHi KpuTepii A1 OKpeMUx
mposiiB 1gG4-3a51€KHOT0 3aXBOPIOBAHHS
(AT, XM, IgG4-3anexHe 3aXBOPIOBaHHS

Puc. 2. Anroputm piarHoctukm IgG4-3aneHOro 3axBopioBaHHS

* NimouptapHa | NNA3MOKAITUHHA iHGINLTPaLis 3 TMNOBUM GIBPO3OM TKAHUHM

Ta6nuusa 4. Pekomenpaauii wono piarHoctuky IgG4-3aneXxHOro 3axBopioBaHHS

KniHiuHi 03HaKM, AKi 3 BUCOKOIO HMOBIPHicTIO
csiguath npo lgG4-3anexxHe 30XBOPIOBAHHS

1. CumeTpnuHUii HABPSK CNi3HOT, NPUBYLLHOI,
nigwenenxoi 3ano3

2. AyToiMyHHMIi NAHKpearuT

3. 3ananbHa NceBAONyXAMHA

4. PetponeputoHeanbHuii $i6pos

5. Migo3pa Ha xeopoby Kacnmana

Kniniuni 03Hakw, siki 3 imoBipHicTio ceiguarts
npo IgG4-3ane)He 3aXBOPIOBAHHS

1. OpHOCTOPOHHIi HABGPSK NPUHAMHI OAHIET CNi3HOI,
npuByLLHOI 060 nigwenenHoi 3anosu

2. McesponyxnuHa op6itn

3. Cknepo3nBHMIA XONAHriT

4. Mpocrarur

5. lineptpodiuHmnii naximeHiHrir

6. lHTepcTULiliHO NHEBMOHIS

7. IutepcTuuiitinii Hedppur

8. Tupeoiput/rinodyHKuis wuronoai6Hoi 3anosu
9. Tinodisur

10. 3ananbHa aHeBpu3Ma

Jla6oparopHi paHi, aKi 3 BUCOKOIO iiMOBipHicTIo | Jla6oparopHi aaHi, ki 3 imoBipHicTio ceiguatb npo IgG4-

ceiguatb npo IgG4-3anexHe 3aXBOPIOBAHHS

1. Nipeuwenns pieHs IgG4 B cupoBaTLi KPoBi
6inbw Hix 1,35r/n

2. CnieeipHowenHs 1gG4*/IgG" no3uTMBHNX
KnituH >40%

3aneXxHe 3aXBOPIOBAHHS

1. Fineprammarno6ynitemis HEBiOMOro NOXOAXKEHHS

2, FinokomnnemeHTeMiss a60 HASBHICTb iIMYHHNX KOMANEKCIB
3. 36inbwenns IgE a6o eo3nHodinia

4, MyxnuHonopi6He ypaKkeHHs a60 36inbLieHHs nimpaTnuHux

By3nis, BusieneHi Ha MET

MoxIMBUIA niarHo3 IgG4-3anexHoro 3axBo-
proBaHHS (puc. 2).

JiarHocTMKa JaHOrO 3aXBOPIOBAHHS Ta-
KOX BUMAara€ BUKJTIOUEHHS HAsIBHOCTI 371051~
KiCHMX MyXJUH i CXOXMX HO30JIOriii (Ha-
MpUKIaa, CMHApoM uyu xBopoba I[llerpeHa,
MEPBUHHUI CKJIEPO3UBHUI XOJAHTIT, XBOPO-
06a KacnmaHa, BropyHHMIA (hiOpo3 3a04epe-
BMHHOTO IPOCTOPY, rpaHyiemMaro3 Berenepa,
capkoinos, cuHapoM Yapmxka-Crpocca).

VY 2012 p. Oysno ONPUITIONHEHO SITOHCHKI
peKoMeHAalii 1010 1iarHOCTUKHY AaHO1 Ma-
tosorii (Umehara H. et al., 2012), ne HaBo-
IAThCSl KJIiHIYHI Ta Ja00paTOpHi O3HAKH,
SIKi 1aroTh migctaBu 3amino3putu IgG4-3a-
JIeXKHEe 3aXBOpIOBaHHS (TaoJ1. 4).

Nikysannga

He Gyno npoBeaeHO XXOIHOTO paHIOMi-
30BaHOTO KOHTPOJIBOBAHOTO MOCIIIKEHHS
(PK) nns BuBueHHs JikyBaHHs 1gG4-3a-
JIEXKHOTO 3axBopitoBaHHS. JIikyBaHHS TaHOT
TPYIU 3aXBOPIOBaHb 0A3YETHCST HA PE3YJib-
TaTax cepii KJIiHiYHMUX BUIIAAKiB, MOHOLIEHT-
POBHUX AOCIIXKEHHSIX a00 PeTpOCIeKTHB-
HUX OaraToLleHTpOBMX aHamizax. Haii-
OinblI JAeTalbHO BUBUYEHO JiKyBaHHs AlIl
1 tuny. B jitepaTypi onucaHo BUMNAAKU
crnioHTaHHoi pemicii AIIl 1 tuny. binb-
IIiCTh XBOPUX MAalOTh HIBUIKY, aje 3a3BU-
yaii He cTiliky Bignmosinp Ha I'K. Pusuk

3aroCTPEHHS 3aXBOPIOBAHHS MMiABUILYETh-
cs 3 yacoM (pelMANBY BUHMKAIOTE ¥ 32%
XBOPHUX IPOTSATOM 6 Mic, y 56% mpoTsirom
1 poky i 92% miporsirom 3 pokiB JiKyBaHHS
I'K). Binnosinb Ha Tepanito 'K HaiiGinb1
BUpaXeHa y XBOpMX 3 MepeBakaHHSIM 3a-
MaJIbHOTO KOMITOHEHTY MOPiBHSHO 3 TUMMU,
y KOro mepeBaxarwouum € (piopo3. 3a3Bu-
yall 3acTOCOBYIOTh cTapTtoBy no3y I['K
40 mr/mo0y o npexaHizonony (0,6 Mr/kr) 3
MOCTYITOBUM 3HUXXEHHSAM 03U 4depe3 2-
4 TYK BiJ OYATKY Teparii 10 MiaATpUMYI040l
no3u 5 Mr/mody yepe3 3-6 mic. IlinTpumy-
fouy no3y I'K 3actocoBytoTh mpotsrom 1-
3 pokiB. XBOpUM 3 peUUAMBHUM abO pe-
3UCTEHTHUM TIepebiroM XBopoou, a TaKOX
IJ11 MOXJIMBOCTI BinMmiHu 'K pekomeHy-
€ThCS 3aCTOCYBAaHHSI LIMTOCTATUYHUX TIpe-
napatiB (azaTionpuHy, ModeTuiry Mikode-
HOJIATy i METOTpeKcaTy), Xoua HeMA€ XOJ-
Horo PKJI, ske miaTBepmxyBajio 0 iXx KO-
pUCTb TIPU 1IbOMY 3axBoproBaHHi. HasiBHi
naHi Mpo e(@eKTUBHICTbh 3aCTOCYBaHHS
iMyHOOi0JIOTiUHOI Teparii y XBOpuX 3 pe-
ueauBHuM Tepebirom IgG4-3anexHoro
3aXBOPIOBAHHS, a caMe pUTYKcuMaoy (iH-
rioitop CD20" B-nimdouuTtis) Ta 60pTe-
30Mi0y (iHTiOiTOp MpoTeacoM 3 IIUTOTOK-
CUYHICTIO 10 T1a3MaTUUYHUX KIIITUH).

(5]
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