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BCTYN

IgG4-3anexHe 3axBoptoBaHHs (IgG4-33) Buaine-
HO B OKPEeMy HO30JI0riYHYy OANHULIO e 611M3bKo
10 pokiB TOMYy, i 3 TOro Yacy 3aiHTepeCcOBaHICTb Ha-
YKOBL,B LM MAaTOJMIONYHVM CTAHOM CTPIMKO 3pOCTae

(puc. 1) [3].
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Puc. 1. Piyna kinbkicTb nybnikauiin B PubMed, wo mictaTb nowykoBuii
TepMmiH «lgG4-Related» [23]

IgG4-33 — }pibpo3HO-3ananbHUin CTaH, WO iMiTye
6arato 3105KiCHUX, iIHPEKLiAHMX Ta 3ananbHUX 3aXBO-
ptoBaHb [ 14]. IgG4-33 xapakTepusyeTbCs yTBOPEHHAM
CKJIEPOTUYHUMX, MYXIMHOMOAIBHMX Mac, WO MICTATb
LWiNbHI NiMponnaszmMounTapHi iHPinbTpaTy 3i 3HAYHOIO
KinbkicTio IgG4-nnasmatmnyHux knituH [23].

PisHomaHiTHI nposien IgG4-33 onncani we y XIX cT.
XBopoba Mikyniya (XM), TnpeoiauT Pigens Ta nyxanHa
KioTHepa BBaXKanmcs okpeMumm pigkicHMMm 3axBopio-
BaHHAMW. [Nepunm kpokom Ao BiakputTa IgG4-33 6yB
onuc y 1995 p. imyHoonocepeakoBaHoi GopmMu NaH-
KpeaTtuTy, BiLOMOro CbOrogHi K ayToiMyHHUA NaH-
kpeaTtut (All) I Tnny. 3rogom, y 2001 p., H. Hamano
Ta cniBaBTOpPM [6] NOBIAOMUAM NPO NIABULLEHHS PIBHSA
IgG4 y cuposartui kpoBi nauieHTiB 3 Allli Takox onvca-
N XapakTepHyY riCTONOr4YHY CTPYKTYPY MPW CYMYyTHBO-
My peTponepuToHeanbHoMy ¢ibpoasi (PIdP), Takmum ym-
HOM 3ano4YaTKyBaBLUW LUSX 0O BUSHAHHSA CUCTEMHOI
npupoan IgG4-33 [10]. Paniwe gnsa onucy 1gG4-33
BMKOPUCTOBYBaNM pi3Hi TepMiHn: IgG4-noB’a3aHe
ayToiMyHHe 3axBoptoBaHHs, IgG4-noB’a3aHe cuc-
TeMHe 3axBoptoBaHHS, IgG4-acouiiioBaHnin MynbTU-
dokanbHUii cuctemHnin dibpos, cucteMHuin 1IgG4-

1gG4-3AJIEXXKHE
3AXBOPIOBAHHSA: CYYACHUN
CTAH NPOBJIEMU X ONUC
KJIIHIYHHOTIro BUNAAKY

Y cratTi HaBegeHo ornsa AaHux aiTepatypu npo KiaiHibyHi nposisu 1gG4-
3aJ1eXXHOro 3axBOPIOBaHHS, 0COOIMBOCTI AiarHOCTUKU Ta Cy4acHi niaxo-
Aun A0 nikyBaHHs1. OrucaHo KiiHiYHWi Bunaaok 1gG4-3anexHoro 3axsopro-
BaHHS Y Nali€HTKY 3 YPaKeHHSIM nepiopOiTanbHUX TKaAHWH, CI3HUX | BEIN-
KUX CITMHHUX 38J103.

nnasmounTapHuii cnHgpom (SIPS), IgG4-noB’a3aHunin
MYJIbTUOPraHHMin nimdonponipepaTBHUNA CUHOPOM
(1gG4-MOLPS) [1]. Jlnwe y 2012 p. 6yno NnpunHATO
YHidikoBaHy HoOmMeHknatypy lgG4-33. Liboro x poky
Oy10 3aNponOHOBAHO AiarHOCTUYHI KpuTepii IgG4-33
Ta po3pobyeHO MiXXHAPOAHI KOHCEHCYCHI peKOMEH-
pauii wono BegeHHs xgopux Ha 1gG4-33. Y 2018 p.
Ha LWopivHOMY 3’i34i AMEPNKAHCBbKOrO KONeOXy PeB-
matonoris (ACR) 3aTBepaXKeHO NPOEKT kKnacudikawin-
HUX KpuTepiiB IgG4-33 [16].

ENIAEMIONOrNIA

IgG4-33 BBaXa€eTbCs PiAKiCHMM 3aXBOPIOBAHHAM,
asie oro peasnbHy enigemionorito aoci He BMU3Have-
Ho. JlocTynHi enigemionoriyHi gaHi 6a3yoTbes nepe-
Ba>XXHO Ha SIMOHCbKUX MONYMALIAHUX AOCAIOAXKEHHSX:
3a paHnmMum K. Uchida ta cniBaBTOpiB (2012), piyHa no-
wurpeHicTtb 1gG4-33 ctaHoBuTb 0,28-1,08 BUnagkis
Ha 100 Tnc. HaceneHHs [18]. IgG4-33 3a3Bumyait ypa-
Xae 0cib cepefHbLOro Ta CTapLUoro Biky 3 A4e60TOM ne-
peBaxHO Y BiLji 50-70 pokiB, xo4a TakoX On1caHo pif-
KicHi Bunagkn y aiten [10]. XBOpitoTb NepeBaxKHO 4Ho-
NOBiKK, 0COBNNBO NP 3any4eHHi NnaHkpeaTobiniapHoi
cucTemMu, ae cniBBigHOLLEHHSA YONOBIKIB i XIHOK CTaHO-
BUTb 3:1. FeHaepHi BiAMIHHOCTI MeHLL BUpaXeHi y na-
LLIEHTIB i3 3a/Ty4€HHSM CNMHHMX 3an03 [21].

ETIOJNIOrIA TA NATOIEHE3

EtionaTtoreHes 1gG4-33 3annwaeTbCcs HEBIAO-
MUM. T-KIITUHW — HANNOLIMPEHILWi KAITUHW NiMdO-
nnasmouuTapHoro iHdinbTpaty npu 1IgG4-33 — BBa-
XKaKTbCs YAHHMKAMW MOro natoreHesdy. PO3BUTOK 3a-
XBOPIOBAHHA MOB’A3YI0Tb 3 IMYHHUMW peakuiamu
3a yyacTio gk T-xennepiB 2 (Th2), Tak i perynatopHux
T-knituH (Treg). Th2 npoaykytoTb iHTepnenkiH (1J1)-4,
1J1-5, J1-10 Ta J1-13 i perynotoTs cnHTe3 1gG4 Ta IgE.
HaTtomicTb Treg npoaykytoTts IJ1-10 i TpaHchopmyoumin
daktop pocty B (TGF-B), ctMumMynaTop akTUBHOCTI @i-
6pobnacTiB). BBaxatoTb, L0 Th2 CTUMYNIOIOTLCS LIS~
XOM MOCTINHOI aHTUIFEHHOI Npe3eHTauji B-knitnHamm
Ta nnasmobnactamu. Hacnigkamm noBTOPHUX LIMKNIB
AHTUFeHHOI CTUMYRISILT Ta cekpeLii LMTOKIHIB € dibpo3
TKaHVH Ta nimdonnasmoumTapHa iHinbTpauia 3i 3Hay-
Hoto KinbkicTio IgG4-nna3matnyHmnx knituH [23]. Mpo-
Te HeloaBHi JaHi CTaBNSATb Nif, CYMHIB MPOBIOHY PONb
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T-nimpounTiB y natoreHesi IgG4-33. 3okpema, nose-
neHo, wo npu lgG4-33 rnaaki KniTMHY NPoayKYIOTh 3Ha-
YHY KinbkicTb IJ1-4, IJ1-10 i TGF-B. OcTaHHi 4OCNioKEHHS
BUOKPEMJTIOIOTb POJib iHLIWX LMTOKIHIB, 30Kkpema IJ1-21
Ta IJ1-27, wo npoaykytoTbcs Makpodaramu 1a iHWnMm
AHTUrEHMPE3EHTYIUYNMU KIiITUHaMK i 6epyTb y4acTb
y andepeHuiadji T-xennepis. Kpim T0ro, makpodaru
M2, akTnBOBaHI LMTOKIHAaMu T-xennepiB i T-perynaropis
(1J1-4,11-13, 1J1-18), iMOBipHO, TEX 6EPYTb Y4aCTb Y Pi3-
HuX npouecax ¢ibpoay. Toll-noaibHi peuentopu Ta 4o-
MEHW HYKI1e0TA3B’ A3yBasIbHOI OfliroMepu3ai LJOMEHIB
Makpodgdaris CTUMYJIOIOTb NOAANbLLIY aKTUBALLIO Ta MPo-
nidepauito 1IgG4*-B-kniTnH. 3pocTae iHTEPEC TaKoX
0o poni 6asodinis Ta eosnHodinie npun IgG4-33. OTxe,
3Ha4yHa aKkT1BaLlig BPOAXKEHOIO iIMYHITETY MOXE CBig4YM-
TN NPO HAsIBHICTb IMYHHOI BiAMOBIAj NPOTY LLE HEBIOO-
MOrO TPUrepHoro aHTureny [9].

Cepepn reHeTUYHUX YMHHUKIB PO3rnagatnTb Cepo-
Tunu HLA DRB1*0405 i DQB1*0401 Ta ogHOHYKNEO-
TMOHI nonimopdiamu y aedkmnx He-HLA-reHax (FCRL3
i CTLA4) [2]. Oeski pocniokeHHs nokasanu MOXINBY
posib MONEKYNAPHOI MiMiKpii 3a y4acTio Helicobacter py-
lori. OnNMcaHo iIMyHOKOMMEKCHI AENO3UTU B MiALLINYH-
KOBIV 3a/103i, HMPKaX, & TaKOX HAsABHICTb ayTOQHTUTIN
0o naktodepuvHy i kapboaHrigpaswu ll [12].

PeaynbTatn oCTaHHIX 4OoCniokeHb CBig4aThb Npo nNig-
BULLLEEHHSA piBHIB CD19*CD20-CD27*CD38* nnasmo-
6nacTiB y nepndepunyHiii KpOoBi, L0 KOPEeoTh 3 ak-
TUBHICTIO 3aXBOPIOBAHHSA. OCKINbKM LM KNITUHAM Npu-
TaMaHHa OoflirokjlIoHanbHa €KCMaHcia Ta coMmaTnyHa
rinepmyTauisg, MOXHa NpunycTuTu, Wwo npm lgG4-33 Ha-
sBHA creuudiyHa aHTUreHHa iMyHHa BianoBigb. Peumn-
nven IgG4-33 nicnsa Tepanii putykcumadom (RTX) aco-
LLIOIOTbCA 3 NOABOIO HOBUX NiHil nna3amodnacTis, L0,
MMOBIPHO, CBIAYMTb NPO 3a/Tly4EHHA HAIBHMX B-KNiTWUH
3 4YepBOHOrO KiCTKOBOro mo3ky [10].

IgG4 — HanmeHLWw YncneHHnn nigknac IgG, wo cra-
HOBUTb MeHLLE 5% 3aranbHoro IgG (HopMK 10ro piBHSA
y cupoBaTLi kpoBi konveatoTbes Bin 0,05 00 1,4 r/n)isBa-
Xa€eTbCs He3anasbHUM iMyHOrnobyniHOM Yepes3 obme-
>XXEHY 30aTHICTb PikCyBaTM KOMIMIIEMEHT Ta 3B’A3yBaTu
Fc-peuentopu [11]. Kpim Toro, 3aBasku HectabinibHUM
3B’A3kaM MixXBY310BUX naHLioriB, IgG4 moxe 06MiHIo-
BaTUCs cBOiMM Fab-dpparmeHTamm 3 iHLWLIMMWN MOSIEKY-
namu IgG4 (puc. 2), wo pobuTs iX ABOBANIEHTHUMU aH-
TUTINamu i3 gBoMa PiSHNMN aHTUTEH3B’ A3yBallbHUMU
dparmeHTamu, a Le YHEMOXIIVBIIIOE YTBOPEHHST iMYH-
HUX KOMMEKCIB [7].

VAVYAY,

Puc. 2. MexaHiam 06MiHy Fab-dparmeHtamu mix IgG4

IgG4 Bigirpae BaxMBy poJib y TakKmx iMyHOOMNocCe-
penKoBaHMX CTaHax, 9K BynbrapHa nyxupyartka (IgG4-
aHTuTINAa 00 AeCMOreiHy BiAnoBifaoTb 3a GOpMyBaH-
HS LUKIPHUX NYyXUPLIB), igionaTMYHn MeMOpPaHO3HUI
rnomepynoHedpuT TaigionatnyHa TPOMOOLMTOMNEHIY-
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Ha nypnypa [15]. MpoTe y 20-40% naujenTis 3 IgG4-
33 piBeHb IgG4 y cupoBaTL KpoBi MOXe ByTu B HOP-
MasnbHUX gianasoHax. 3 iHWoro 60Ky, NigBULLEHWI pi-
BeHb |gG4 MOXNMBUIA NPU PI3HUX 3aXBOPIOBAHHSAX:
cuHgpowm Lerpena (CLU — 7%), cMCTEMHMIN YHEPBOHUIA
BoBYak (CHB — 10%), peBmaToigHuii apTpuT (3a aa-
HuMK Y. Chen Ta cnieasTopiB (2014), y 46% naujeH-
TiB 3 peBMaTtoigH1UM apTPUTOM CrocTepiraBcs Nigsu-
weHui pieeHb IgG4 y cmpoBaTLi KPOBI, WO KOpesto-
BaB 3 aKTUBHICTIO 3axBoptoBaHHS [4]), pak, xBopoba
KactnemaHa, anepriyHi 3axBOptoBaHHS, €03MHO®INb-
HUI rpaHynemaTos i3 nosiaHriitom, capkoigos, a Ta-
KOX Yy 300pOBi nonynsauii (2%) [13].

NATOMOP®OJIOrIA

KntouoBrmm mopdonoriyHnmMmm o3Hakamm IgG4-33 €:
1) wineHWi nimdonnasmoumTapHuin iHdINLTPaT 3 BU-
CcokuM BMicTOM IgG4*-nnasmaTnyHuX KNiTuH; 2) cnipa-
nesuaHuin ¢ibpos; 3) pnebit 3 obniTepadielo NPOCBITY
CYAMH. HLWIi ricTonaToNoriyHi 3MiHM NpeacTasnieHi dne-
6iTom 6e3 obniTepalii NPOCBITY CYAMH i NiABULLEHUM
BMICTOM €03MHO®IniB. Baxnnee 3Ha4EHHSA Ma€ iMyHO-
ricCTOXiMiYHe O0CNIOXKEHHS 3 KiJIbKICHUM BU3HAYEHHAM
1gG4*-nna3maTnyHmx KnitnH. ns 1lgG4-33 xapaktepHa
HasBHiCTb >10 IgG4*-nna3amMaTUyYHNX KNiTWH i/abo cnis-
BioHOWeEHHA 1gG4-ekcnpecyounx nnasmMaTUyHmX Kiii-
TUH 0o lgG-ekcnpecyroumnx NaasMaTnyHuX KNiTuH (iH-
nekc IgG4+/1gG*) >40% [1].

KJIACUDIKALLIA

Joci Hemae 3aranbHONPUNHATOI Knacudikauii
1gG4-33. Nepenik HO300rYHMX OANHNLG LLLIOPIYHO Ne-
pernaaaeTbCcs Ta AOMNOBHIOETLCA (Tabn. 1).

KJTIHIKA

MouaTok IgG4-33 3a3Buyari € nigroctpmm. Y nawi-
€HTIB 4acTo BiACYTHS OyOb-aka cuMmnToMaTtuka, i 3a-
XBOPIOBAHHS AiarHOCTYETbCS BMMNAAKOBO Mifg Yac 06-
CTEXEHHS 3 NpuBoAy iHWKMX npudnH [13]. Moxnmea
TakoX CMOHTaHHa peMicia 3 6araTopiyHO HeakTUB-
HICTIO 3axBOpIOBaHHs [ 14]. BaxMBOIO 03HAKOIO 3aXBO-
PIOBaHHSA € NO3UTMBHA KJiHIYHA BigNOBIAb HA Tepanito
ex juvantibus rntokokopTukoigamu (I'K) [2].

XBopoba 6yna 3apeecTpoBaHa NPakTUYHO B KOX-
Hi cnctemi opradis [14]. MpnbnunsHo y 40% nauieH-
TiB 3aXBOPIOBaHHS AEOIOTYE 3 ypaKeHHS OHOro opra-
Ha y popMi 06’EMHOI0 YTBOPEHHS, IKE BUKJINKAE Cre-
umdidHi NposiBK 3anexHo Big, nokanisauiji. Cumntomm
BapilolOTb Bif, HAOPSKY ypaKeHUX OpPraHiB (CAMHHUX
Ta cnidHux 3ano3s, NimdaTnyHnx By3niB) 4O 0OCTPYK-
uii (MpPOTOK NigLWYHKOBOI 3an03un, Ce40BOAIB), ANC-
bYHKUji opraHis (rinogidapHa HefoCTaTHICTb BHACHI-
[OK rinodisnTy, HUPKOBA HEAOCTATHICTh), | HABITb HE-
BiOKNAOHMX CTaAHIB (FOCTPUIA a0pPTaNbHUN CUHOPOM,
naxiMeHiHriT, naHkpeaTuT). Y HEBENUKOI KislbKOCTi Nna-
LIEHTIB BiA3HA4Yal0Tb KOHCTUTYLLIMHI CUMNTOMMU, Taki
SIK TMXOMaHKa Ta BTpaTta macu Tina [23]. Hantunosiwi
KNiHiYHI NposiBM HaBeaeHo y Tabn. 2 [4].

Takox npoaHani3oBaHO BapiaHTV NOEAHAHHS
ypaxeHux opratie i cuctem (puc. 3). Cepen xBo-
puX i3 3any4eHHAM ogHOro opraHa 13% ctaHoBuAn
nauieHTn i3 XM, 7,5% — 3 PMd/meniacTuHanbHUM
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TaGnuug 1

Homenknatypa nposgis IgG4-33 [1]

TkaHuHa, opraH

Knacu4nuit Tepmin

1gG4-noB’si3aHnii TepMiH

MMipwnyHkoBa 3ano3a

JKOBYHI NPOTOKM, XOBYHWIA MiXyp i neyiHka

LLuTonopni6Ha 3ano3a

CnuHHi i cnisHi 3ano3u

Opbita

JlereHi, cepeaocCTiHHS, niespa

Hupkn

3a04epeBuHHNIA NpOCTip, apTepii

Lkipa
linogis
Mo3koBi 060/10HKM

Alll
Cknepoayiounii xonaHrit

Tupeoiput Pigens
Tupeoigut Xawimoto
XM

IMyxnuHa KioTHepa

MyxnuHa op6itn

IHTEpCTULIHA NHEBMOHIS

TybynointepcTuuiitini edpput (TIH)

PM® (xsopoba OpmoHaa)
JNimdonnasmouutapHuii aopTuT
3ananbHa aHeBpu3ma aopTu
lMcesnonimdoma wkipn
AyToiMyHHWMIA rinodi3uT
TinepTpodiynHnii naxiMmeHiHriT

1gG4-noB’a3annit naHkpeatut (All | Tuny)
1gG4-noB’s3aHuii CkNepo3ytoumii XonaHrit
1gG4-noB’s3anuii xoneumucTut

1gG4-noB’s3aHa renatonaris

1gG4-noB’s3aHe 3aXxBOPIOBAHHS LNTONOAIGHOT 3a5103N

19gG4-noB’a3aHnit fakpioapeHit

1gG4-noB’a3annii cianoageHit

19gG4-noB’a3annit napoTuT

1gG4-noB’a3aHe 3axBOPIOBAHHA NiALLenenHux 3ano3
19gG4-noB’a3aHe 0pTanbLMONOriYHe 3aXBOPIOBAHHS
1gG4-noB’s3aHa 3ananbHa NCeBaonyxamHa op6it
1gG4-noB’s3aHe naHopbiTanbHe 3ananeHHs
1gG4-noB’s3aHnit opBiTanbHUin Mio3uT
1gG4-noB’s3aHe 3aXBOPIOBAHHS NereHb
1gG4-noB’s3anuii MefiacTuHIT

1gG4-noB’s3anuii nnesput

19G4-noB’s3aHe 3aXBOPIOBAHHS HUPOK

TIH y mexax lgG4-33

Mem6paHo3Huit rnomepynoHedput y mexax IgG4-33
1gG4-noB’s3anuii PN®

1gG4-noB’a3aHuit aopTuUT/NepiaopTut
19G4-noB’s3aHui nepiapTtepiit

1gG4-noB’g3aHe 3aXBOPIOBAHHS LIKIpK
19G4-noB’s3anuii rinodiaut

19G4-noB’s3aHnit naxiMeHiHrit

Nimdatunyni By3nn
Monouyna 3anosa
[MepenmixypoBa 3anosa
IHWi

19G4-noB’a3aHa nimdpageHonaria

19G4-noB’a3annit MacTuT

19gG4-noB’a3aHnit npocTaTuT

1gG4-noB’s3aHe nepuHeBpanbHe 3aXBOPIOBAHHS!
1gG4-noB’s3aHuii Me3eHTepuT

19gG4-noB’a3annit enignauMoopxit

1gG4-noB’s3aHa napaTecTuKyNspHa NCeBAoNMyXamHa
19G4-noB’s3aHnit nepukapauT

Tabnuus 2
KniHiuHi nposien 1gG4-33 (3a Y. Chen et al., 2016)

YacTka nauieHTis
i3 UM cMMnNTOMOM, %

Kniniyni nposieu

Habpsik niguienenHux 3ano3 51,0
Habpsik cnisHux 3ano3 42,0
30inbLieHHs noBepxHeBux NiMdoBy3nis 37,0
Binb y XnBOTi 35,0
Habpsik npuBywWwHMUX 3ano3 24,0
3aknagenicTb Hoca 21,5
XoBTaHMUS 14,0
CBepbix 13,5
Kawenb 13,5
Binb y HUXHIi BingHLi cNnHK 13,5
Po3naau ceyoBunyckaHHs 13,0
Kcepodranbmisi/kcepocTomis 12,5
Hyzota i/Ta 6n0BaHHS 12,0
Jinxomanka 9,0
Habpsikun 8,5
Ek30dTanbm 5,5
Aptpanris 4,0
36inblueHHs WNUTONoAibHOT 321031 2,5
AnepronoriyHuii aHamHe3 59,0
BifCYTHICTb CUMNTOMIB 1,0

®ibpo3om (MD), 7% — 3 ypaXeHHaAM renatonaH-
KpeaTobiniapHoi cuctemu. Cepep ocib i3 3anyyeH-
HAM ABOX opraHiB XM piarHOCTyBann Han4acrTiwe
(26,5%). Kpim Toro, kombiHauisa XM i3 3any4yeHHsm
OBOX iHWMX opraHiB ctaHoBuna 14,0% Bunapkis,
TOAI K NaUIiEHTN 3 yPaKEHHAM TPbOX OpraHis 6e3

>3 opr. (6e3 XM);
0,5%

IH. 3 opr.;
1,5%

XM+iH. 2 opr.; 14%

IH. opr.;
3,5%

XM+AC; 16,5%
XM-+iH. opr.; 3%

Nr6C — naHkpeato-renatobiniapHa cuctema; [IC — auxanbHa cucTema;
iH. Opr. — iHwWi opraun

Puc. 3. MoenHaHHg ypaxeHux opraHis y nauieHTis 3 IgG4-33

XM ctaHoBunu nuwe 1,5% Bunapgkis. Okpim TOro,
yacTKa MauieHTIB i3 MHOXWHHUM 3aNy4eHHsaIM opra-
HiB (23) cTaHoBMNa 12,0%, y 6iNbLIOCTi 3 HUX TAKOX
BusaBneHo XM. Takum 4YMHOM, OLIHEHO PiBEHb BMEB-
HEHOCTIi (CUNbHUI, NOMIPHWUIA YM cnabkuin) WOAO iH-
nukauii IgG4-33 BignoBigHO 00 NOEOHAHHSA ypaxe-
HUX opraHie (Tadn. 3) [4].

YKPATHCbKUM PEBMATONOTIYHUWN XYPHA o Ne 1 (75) » 2019



Tabnuus 3
PiBeHb BneBHeHOCTi Wwopo inaukauii IgG4-33 BignosigHo
[0 TUNY 3ay4eHOro opraHa

PiBeHb
BMNEBHEHOCTI Woa0
ingukauii 1IgG4-33

Tun ypaxeHoro opraHa

3anyyeHHs OAHOrO TUNY OpraHa

CnunHi 3ano3u/cnisui 3anosm (XM) CunbHuin
MaHkpeaTtorenatobiniapHa cuctema [TomipHuin
PNo/MO MomipHuin
PerionapHa/cuctemua nimdageHonaris Cnabkuit
[uxanbHa cuctema (nereHi/auxanbHi Wwasxu/ Cnabkuit
nnespa)

CeyocTareBa cucTema (HMpKK/Ce40BOaN/CEHOBNIA Cnabkuit
Mixyp/nepeamixypoBa 3an03a)

3anyuyeHHs ABOX TUMNIB OpraHiB

XM + auxanbHa cuctema CunbHuin
XM + naHkpeatorenato6iniapHa cuctema CunbHuin
XM + iHwwii TMN opraHa MomipHuin
PN®/M® + nankpeatorenatobiniapHa cuctema MomipHuit
2 iHWKMX TUNK OpraHiB Cnabkuit
3SanyyeHHs TPbOX TUMIB OpraHie

XM + naHkpeatorenatobiniapHa + auxanbHa cuc- CunbHuin
Tema

XM + nakpeatorenarobiniapHa cuctema + CunbHuit
PNo/MO

XM + nakpeatorenarobiniapHa cuctema + MomipHuin
ceyocratesa cucTema

XM + 2 iHWwmx TMNK opraHis MomipHuin
3 iHwWi TMnn opraHie Cnabkuit
MHOXUHHE ypaXXeHHsl OpraHis

XM + >3 TuniB opraHis CunbHunit
>3 TuniB opranis 6e3 XM TMoMipHuit

Flonoea Ta wua

YpaxkeHHs CNi3HUX 3a103 Ta M’AKNX TKaHMH opOiTK
4acTo Moxe OyTu NepLUMM NPOSIBOM 3aXBOPIOBAHHS.
TUNoBMMM CUMNTOMaMM € OAHO- YK ABOOIYHNI HAOPSK
M’ SIKMX TKaHWH Op06iTn 6€3 NOPYLUEHHSA FOCTPOTH 30pY
i CAMNTOMIB CyXOro KepaTOKOH IOHKTUBITY. Mpu ypa-
EeHHi M’513iB O4HOrO A61yKa MOXIMBE BUHUKHEHHS MO-
PYLUEHHS X QYHKLi, @ NPy KOMMPECii 0O4HOro Hepsa —
30poBi po3naan. OcobMBO XapaKTEPHUM € 3aTyHEHHS
CIIMHHOI NiALLeNenHoi 3a5103U, WO HOCUTb HA3BY NMYXJIN-
Hu KioTHepa. MNpn ogHO4YaCHOMY CUMETPUYHOMY ypa-
>XXEHHi CNi3HUX | CIMHHNX 32103 NaTo0riss Mae Ha3By
XM [1]. Baxnneum € npoBeaeHHs AMdEepPEHLINHOI aja-
rHocTukM Mixk XM Ta CLL. XM mae psg BigMiHHOCTE Bif,
knacmyHoro CLU, wo nonaratoTb y: 1) pisHuULi reHaep-
HOro posnogainy (XM BUHMKaE 3 04HAKOBOI YaCTOTOO
SIK Y YONOBIKIB, TakK i y XiHOK, Toai sk CLLI — nepeBax-
HO Y XiHOK); 2) CTilAikoMy 306iNbLLIEHHI CNI3HUX | CIMHHWX
3a5103; 3) HOPMaJibHiIl CeKpeLLi Y1 HE3HAYHOMY NOpPY-
LLEeHHI cekpedii 3an03; 4) Bionoeiaj Ha Tepanito IK; 5) ri-
neprammarnodyniHemii (3a paxyHok IgG4), niaBuLLLEeH-
Hi piBHS IQE i HN3bKiN YaCTOTi BUABNEHHSA aHTUHYKI1E-
apHUX, aHTN-SS-A- i SS-B-aHTuTin Ta peBMaToigHOro
dakTopa B cCeposioriyHmx aHanisax; 6) yactomy noeg-
HaHHi 3 po3suTKoM Al | TUNy; 7) dopMyBaHHI KifibKOX
repmiHaTUBHUX LEHTPIB Y 3aN103UCTi TkaHuHi. CLL xa-
pPakTEPU3YETLCS NEPUAYKTAIbHOI NiMPOLNTAPHOO
iHbINbTPauieto 3 aTPOdIE0 Y SHAYHUM PYNHYBAHHSM
aUMHYCIB (ManloHOK «aepeBa» 3a AaHUMM cianorpa-
dii), a npn XM B1ABASETLCA NO3anepuaykTasnbHa fimM-
doumTapHa iHOINbTpaL,is 3 rinepniacTUYHUMM FrepMi-

NNIKAPKO-NPAKTUKY

HaTUBHUMU LEHTPamMm, NOMipHE PYNHYBaHHS aLVHYCIB
6e3 ypaxeHHs npoTok. Y nauieHTis i3 CLU, Ha BigMiHY
Bia, XM, HiKONM HE BUHMKAE i30/IbOBAHE YPaXXEHHS Mif-
LenenHoi CiMHHOI 3ano3u [2].

Mposien 3 60Ky JIOP-opraxie BkAOYaOTb anepriy-
HUIA PUHIT, NOANINW HOCA, XPOHIYHUI CUHYCUT | apPUHTIT.
O6’eMHI YTBOPEHHSA MOXYTb BUHUKATU B MPUHOCOBUX
nasyxax, cepeiHbOMy BYCi Ta KiCTKax IMLeBOro 4yepe-
na. OnucaHo BMNagkKy TpaxeiTy N ypaKeHHs rofnoco-
BUX 3B’A30K. 30iNbLUEHHS LMTONOAIOHOT 321031 BHa-
cnigok TMpeoianTy Pioens Mmoxe cynpoBOOKyBaTUCS
6onem y ainsHui wwi, 3aguwikoto, gucdarieto Ta anc-
doHieto [14]. Y % XBOpUX BUSABSAIOTb aHTUTUPEOIHI
aHTuTiNa. Yacto 4o naTonoriYHOro npouecy 3any4a-
I0TbCS TAKOX MNapaLLMTONOAIOHI 3251031 3 PO3BUTKOM
CYMMTOMIB rinonapaTtupeosy [2].

MigwnyHkoBa 3ano3a

Al | TNy BBaXa€ETbCS NMaHKpeaTU4YHUM NPOSBOM
1gG4-33 i xapakTepunsyeTbCs HE3HAYHO BUPAXEHU-
MU abgoMiHaNbHUMM cCUMNTOMaMu, 3a3Bu4yaii 6e3 ro-
CTpUX aTak naHkpeaTuTy, ANDY3HUM 306iNbLUEHHSM Nig-
LUSTYHKOBOI 3aN03M1, 3BY>XXEHHSIM MaHKpeaTU4HOoi npo-
TOKkM Ta 6€3601iCHO 0OCTPYKTUBHOI XXOBTAHULIELD,
L0 HEPIAKO CUMYJIIOE aAeHOKaPLMHOMY NiALWLITyHKOBOI
3an03u [1]. Y peTpocneKkTUBHOMY AOCIAXKEHHI IHCTn-
TyTy I>kOHa XonkiHca Bia3Ha4yeHo, Wwo y 2,5% xBopux,
SKi MepeHecnn naHkpeaToayoaeHEeKTOMII0 Yy 3B’ SA3Ky
3 pakoMm MiALyHKOBOI 3a5103U, FICTOMOrYHO AiarHoc-
ToBaHo Al | Tnny [2].

BiniapHuii TpakT i neyviHka

IgG4-nopnidHuin cknepodytounin xonaHrity 50-90%
nauieHTiB noeaHyeTbes 3 Al I Tuny [1]. 3a BiacyTHOC-
Ti NiKkyBaHHS BiH MOXE NporpecysaTu 0 TEPMiHaNbHOT
CTafji 3axBOpOBaHHA neydiHku. HasBHICTb 06’ eMHMX
YTBOPEHb 4aCTO CYNPOBOAXKYETLCA MEXAHIYHOIO XXOB-
TaHvuero [14].

JlereHi

YpaxeHHs anxanbHoi cuctemu BuHukae y 14-50%
nauieHTiB i3 [gG4-33. Y N0N0BUHU XBOPUX YPAKEHHS Ne-
reHb Mae CUMNTOMaTUYHNIA Nepeodir (kaluesb, 3aaMLLKa,
Oinb y rpyaHil KNiTLi, KpoBOXapkaHHs ). CnekTp KIiHiYHMX
NMPOsBIB BKJIIOYAE NCEBOOMNYXIVHY, iIHTEPCTULLINHY MHEB-
MOHIl0, MefjacTuHanbHy nimpaneHonartito, M®, cteHo3
AnxanbHUX Wasxis Ta nnesput [2]. OnucaHo 4 OCHOBHI
peHTreHonorivyHi natepHn lgG4-noB’a3aHoOro 3axBopto-
BaHHS niereHb: 1) WinbHi By3nukn; 2) 6poHX0BaCKynsip-
HWIA NaTepPH (3 NOTOBLLEHHAM BPOHXOCYAMHHMX MyYKiB
i MDKH2CTKOBMX MEPEropoaokK); 3) afibBEONSAPHO-IHTEP-
CTULINHWI NaTepH (bpoHXoekTa3u, ANY3Hi 3aTEMHEH-
HS TUMNY «MaTOBOr 0 CKa»); 4) OKPYrii 3aTEMHEHHA TUMY
«MaToBOro ckna» [12].

JNlimpaTtnyHi By3nu

NimdageHonaTia BusiBnsaeTbes y 80% xsopux 3 Alll
i € 3aranbHUM cumntTomom IgG4-33. 3azeuyaii oo na-
TONOrYHOr 0 NPOLECY 3asy4a€eTbCS Kinlbka rpyn fimga-
TUYHMX BY3J1iB (Han4acTiwe nimdaTnyHi By3nuv cepeno-
CTiHHS, BHYTPILWHbOYEPEBHI 11 NaxBoBi). JlimbaTnyHi
BY3/1, K NpaBuo, HeBenuki, 6e360niCHi, KOHCTUTY-
LiMHI cCUMNTOMM (NIMXOMaHKa i BTpaTta macwu Tina) Bia-
CYTHi, @ piBEeHb NlakTaTAeriaporeHa3m HopManbHUM
41 MiHIManbHO NiaBuLLLEeHWIA [2].
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HepBoBa cucrema

3anyyeHHsI HEPBOBOI CUCTEMU — AyXe pigkicHe,
HamyacTiwe ypaxaeTbca rinodia (rinonityitapuam,
HeuykpoBuin aiabeT Ta nokasnbHe 06’€MHE YTBOPEH-
H$1), MO3KOBi 0O0TOHKM (FinepTPOdiYHMIA MAXIMEHIHTIT)
Ta nepudepunyHi Hepsr. OCOBNMBICTIO YPaXKEHHS ne-
prudepnyHOi HePBOBOI CUCTEMMU € BiACYTHICTb HEBPO-
NIOriYHOT CMMNTOMATUKKM 3a PaxyHoK iHInbTpaLii eni-
HEBPIIO Ta LiNICHOCTI HEPBOBOIO Ny4ka (NepuHeBpasb-
He 3axBoptoBaHHs) [2]. IgG4-33 3a3BuMyait He Bpaxae
napeHxiMmy rofIoBHOro Mo3ky [14].

3ao4yepeBUHHUI MPOCTIP, HUPKU, BEJNTUKI CYANHN

PINd — xpoHiyHe 3ananbHe 3aXBOPIOBaHHS 3 BUpa-
XeHM PiBPO30M TKaHUH 3204E€PEBMHHOIO NPOCTOPY.
PIN® 30e6inbLU0ro BUHUKAE Y HOJI0BIKIB CEPEAHBOrO BiKY
1 aCOLLIOETLCA 3 TIOTIOHONANIHHAM. KNiHIYHO Y XBOPUX
i3 ABOGIYHNM MACUBHMM PO3POCTAHHAM LLUiNIbHOI BO-
JNIOKHWUCTOI CNONYYHOI TKAHVHW B PETPONnepuToHeasb-
Hil1 KNITKOBUHI BUHMKAE ABOOIYHA 0OCTPYKLS ce4oBoaiB
3 PO3BUTKOM 60JILOBOIO CUHAPOMY Ta aHypii. Hannown-
PEeHILIMMKN ypaxkeHHAMU HUPOK npu IgG4-33 € Tybyno-
iHTEePCTULIIHWI HEDPUT | MEMBPaHO3HWIA FIIOMEPYIIO-
HedpuT. KniHiYHa KapTrHa 3a3Bmnyar HeBmpasHa, xo4ya
MOXYTb OYT HASBHUMU HEDPOTUYHUIA CUHOPOM i XPO-
Hi4YHa HUPKOBA HEOOCTaTHICTb. 3aXBOPIOBAHHS HUPOK
CYNPOBOOXYETLCS AOCUTb HU3bKMM PIBHEM KOMMe-
MeHTY. IgG4-3anexxHnii aopTuT 3a3Bmyaii Mae 6e3cmmn-
TOMHUIA Nepebir i Moxe nebioTyBaT PO3PUBOM aHEB-
p13MK a0pPTU. XapakTePHOI 03Hakow IgG4-3anexHoro
aopTUTY 3a AaHNUMM KOHTPACTHOI KOMIM’IOTEPHOI TOMO-
rpadii (KT) € KpyroBe NOTOBLLEHHS apTepianbHOI CTiHKN,
LLLO CAPUYMHEHE 3amnasieHHSAM i CKIIepPO30M aBEHTULI
Ta HaKoMnMuYeHHs 18-hTopae30KCUIIIOKO3N 33 JaHUMU
NMO3UTPOHHO-eMicirHOT ToMmorpadii (MET) [2].

IHWi opranm

o 40% nauijeHTiB i3 1IgG4-33 maloTb Taki anep-
riyHi NposiBK, AK atonisl, ek3ema, OpoHxianbHa acTMa,
XPOHiYHUI cuHycuT [13]. LLkipHi nposiBM BKNO4AOTb
epuUTeMaTO3Hi ONsALWLKX Ta NiAWKipHI BY3NMKK, SKi Ma-
I0Tb TEHAEHLLI0 40 nokanidaL,i Ha 06nry4i abo ronosi
i CynpOBOAXKYOTLCA BUHUKHEHHSIM CBepOexy (LukipHa
ncesgonimdoma). IgG4-acouinoBaHmini MacTUT MOXE
NPOSIBAATUCS Y BUrNSAjI OAHOro abo Aekinbkox 6e360-
NiCHNX YTBOPEHb Ha OAHIN abo 060X MONIOYHUX 3a0-
3ax, 3/6e3 03Hak CUCTEMHOrO NpoLecy. Y YonoBikiB
IgG4-33 moxe 6yTn NPUYMHOIO NMPOCTATUTY, OPXITY,
a TakoX naparecTukynspHoi ncesgonyxnuHu. LLle oa-
HVIM MPOSIBOM LibOr0 3aXBOPIOBAHHSA € YPaXKEHHS Nepu-
Kapa, ke NposiBNSETLCS CUMNTOMaMU KOHCTPUKTUB-
HOro nepukapauty [2].

JIABOPATOPHA AIATHOCTUKA

Hemae ctanpapTHOro 1abopaTopHOro NnokasHuka,
aKkui 6u viTko nigTeepavie lgG4-33. 3MiHM MapkepiB 3a-
nasibHOro NPOoLECY, TaknX sK LWBUAKICTb OCiAaHHS epu-
TpouuTiB i C-peakTrBHUI BINOK, HE € XapakKTEPHUMUN AN
LIbOrO 3aXBOPIOBAHHS | HE KOPESIOIOTb 3 MOr0 akTUBHICTIO.
AHTUHYKEapHi aHTUTINa i peBMaTOoIAHNI PakTop BUSB-
na10Tb Yy HM3bkux TUTpax y 30 Ta 20% naujeHTiB i3 IgG4-
33. BusiBneHHs iHwmx G6inbl cneundiyHmnx aytoaHTu-
Tin, Takmx a9k aHTUTINa 0o SS-A ta SS-B, 0o aBocnipasnb-

Hoi HK, aHTHENTPO®INbHI aHTUTINA HE € XapaKTepHOK
03HaKOI0 47151 Ljei naTonorii Ta NoTpedye BUKMIOHEHHS iH-
Lnx peBmaTtnyHmx 3axeoptoBaHb (CLU, CHB, cucTeMHI
Backynith) [2]. HacTo cnocTtepiraeTbCs HU3bKNIA PIBEHb
KOMMMJIEMEHTY, 0COBANBO NP 3aTy4eHHi HUPOK. Takox
MOXJIMBI 3MiHX Y BiOXiMIYHOMY aHani3i KPOBi, LLIO CBif-
YNTb NPO NOPYLUEHHS OYHKLLT HUPOK, MiALLTYHKOBOI 3a-
11031 Ta NeviHkM (NigBuLLEHHS anaHiHamMmiHOTpaHchepa-
31, acrnapraramiHoTpaHchepasm, raMma-rioTamMinTpaH-
cnentuagasu, kpeatuHiny). Kpim Ttoro, y 40% nauieHTiB
HasiBHA NnepudepmnyHa eo3nHOGINia Ta NigBULLEHHS PiB-
He IgE y cnposartui kposi [10]. MigsuwieHHs pisHs IgG4
y CMpPOBaTLj KPOBi AOHEAABHA BiAjirpaBasio OCHOBHY POJib
y BCTaHOBNEHHI giarHody [gG4-33, ane aaHi ocTaHHiX po-
KiB CBig4YaTh NP0 NOro HN3bKY AjarHOCTUYHY LHHICTb. Tak,
y 30% naujeHTiB i3 IgG4-33 B1U3HA4YaOTLCA HOPMaSIbHI
pieHi IgG4 B cnpoBartui kposi. Z.S. Wallace Ta cniBaBTo-
pu (2015) [22] npunyckaioTe NEPCNEKTUBHY POJib NPO-
TOYHOI LUTOMETPII, @ Came BU3HAYEHHS PIBHA LIMPKYSIIO-
toumx nnasmobnactis (CD19lowCD38+CD20-CD27+)
y OiarHocTumui Ta ouiHui nepebiry IgG4-33. 3a paHnmmn
MOHOLLEHTPOBOI O AOCIIKEHHS NIABULLIEHHSI PIBHS LP-
KYJO04MX N1a3M006/1acTiB BUSBNSIETLCS HABITb Y XBOPUX
3 HopMasbHUM piBHeEM IgG4, a iX piBeHb KOPEoe 3 ak-
TMBHICTIO 32XBOPIOBaHHS [2].

IHCTPYMEHTAJIbHA AIATHOCTUKA

OCHOBHMM METOIOM iHCTPYMEHTaNIbHOrO 0OCTEXEH-
Hs xBopux Ha 1gG4-33 € KT Ta marHiTHo-pe3oHaHcHa
TomMmorpadis, aKi MOXXHa BUKOPUCTOBYBATU A1 OLLIHKU
MOLLMPEHHSI NMPOLLECY Ta KOHTPOJIO 3a nepebirom 3a-
XBOPIOBAHHS, MPOTE 4aCTOo HE Aal0Tb 3MOMM BiAPISHUTU
IgG4-33 Big 3n0sKiCHMX HOBOYTBOPEHb. KopucHoto € Ta-
kox MET i3 18-dpTopae30Kkcurioko3o0io, Lo A03BOSISE
BUSIBUTW aKTVBHI 3anasibHi YPAXEHHS i, TAKUM YMHOM,
OLHMTM CTYNiHb NOLUMPEHOCTI 3aXBOPIOBAHHS Ta peak-
LLitO Ha NIKyBaHHS1, a TAKOX BU3HAYUTKM TOYHE MiCLLe AN1S
6ioncii [10]. LLnpoKo BUKOPUCTOBYIOTb TAKOX XOSaHrio-
naHkpearorpadito Ta ynbTpa3ByKOBE AOCIOKEHHS.

AIATrHOCTUKA

[nsaBn3HaveHHs [gG4-33 BUKOPUCTOBYIOTb AiarHOC-
TnuHi kpuTtepii H. Umehara Ta cnisaetopis (2017) [19],
Lo 6a3ytoTbCs Ha KNIHIYHKWX, IMYHOMOrYHKUX i FicTonaTo-
JIOriYHMX 03HaKkax (Tabn. 4, puc. 4).

Y 2018 p. Ha wopiyHoMy KoHrpeci ACR y Yuka-
ro (CLLA) 3aTBepayKeHO NMPOEKT KnacudikauinHux Kpu-
TepiiB IgG4-33 (cneundivHicTe — 99,2%, 4yTnMBICTb —
85,5%) [16]. MNpoeKT BkNtoYae KpUTepii BKIIOYEHHS Ta BU-
KITHOYEHHS. [lepLlumm KpoKOM Yy BCTAHOBMEHHI AjarHo3y
IgG4-33 € ipeHTudikauis ypaXeHHs1 NPUHaNMHI O4HOro
opraHa 3 nepeniky 10 opraHis, 3any4eHHs IKUX € TUMO-
BMM 019 3aXBOPIOBAHHS: MNiALLTYHKOBA 3251033, YKOBYHI
NPOTOKK, OpBITK, CNi3HI 3251031, BENUKI CIMHHI 3251031,
3a04epPEeBMHHUI NPOCTIP, HUPKK, aopTa, M’siki 060IOHKM
MO3KY, LuMTonoaibHa 3ano3a. Y nauieHTiB 6e3 3anyyeH-
HSA NPUHANMHI O4HOT O 3 LIMX OPraHiB BUKITIOYAETLCS IMO-
BIPHICTb IgG4-33. HacTynH1M KPOKOM € BUSIBIIEHHS NnalLli-
€HTIB 3 HAABHUM NPUHANMHI OOHWM i3 KPUTEPIIB BUKITIO-
YyeHHs (Tabn. 5). 3aBepLuanbHM €TarNoM € BUSIBIEHHS
[OCTaTHBLOI KiNIbKOCTI KnacudikauiH1X 03HaK Asis ocTa-
TOYHOro nigTBepmxeHHs IgG4-33 (Tabn. 6).
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TaGnuus 4

AiarnocTuyni kputepii IgG4-33 [1]
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Tabnuusa 5

ACR-/EULAR-knacudikauiiivi kputepii Buknioyenns 1lgG4-33 (2018)

JocnipxeHHs

XapakTepHi 03Haku fiarvos IgG4-33

Knitiyne (1)

ImyHonoriyHe (2)

licTonoriyne (3)

[OndysHe/nokanbHe 36inb-
LIEHHS! Y1 NYXTIMHOMOLiOHE
YTBOPEHHS Y OAHOMY YU Kiflb-
KOX OpraHax

MMigBuLLEHHS BMiC-

Ty IgG4 y cupoBarui KpoBi
(>135 mr/an)

BupaxeHa nimpouutapHa

i nnaamouuTapHa iHoinbTpa-
Lis i Gibpo3.

IHoinbTpauis 1gG4*-
nnasMaTnyHNMN KNiTMHa-

mu (inpekc 1gG4*/IgG4 >40%
i >10 1gG4*-nna3amaTnyHmx
KNiTUH Y noni 30py)

JocToBipHuii; 1 +2 + 3

ImoBipHui: 1+ 3

Moxnusuii: 1 + 2

KniHiyHi

CeponoriyHi

PeHTreHonoriyHi

JInxomaHka

BipcyTHicTb Bignosiai Ha Tepanito MK

JleiikoneHisi i TpomboLMTONEHS

Nepudepuyna eozuHodinis (>3000/mMm?)
[03WTMBHICTb 3a aHTUTINAMK A0 NpoTeiHasu-3
abo mienonepokcnaasm

Mo3nTuBHiCTb 3a aHTMTINAMK A0 SS-A yn SS-B
[Mo3nTuBHICTb 3a aHTUTINAMK Ao AsocnipanbHoi JHK,
puboHykneonpoTeiHy 4u aHTureny Cmita (aHtutina
110 eKCTParoBaHuX SAepHUX aHTUTEHIB)
Kpiorno6yninemis

HasBHicTb iHWMX xBopo6oCcneLMbIYHUX aHTUTIN
LLIBupka peHTreHonoriyHa nporpecis

AHomanii foBrux Kictok (Hanpuknap xsopoba Eppa-
reiima — Yecrepa)

CnneHomeranis

OndepeHujiiHa giarHocTtuka lgG4-33 notpebye Bu-
KJTIIOYEHHS HAABHOCTI 3/109KICHUX MYXJIMH | CXOXMX HO-

3onorin (tabn. 7).

Ocob6anBO ckNnagHo Moxe 6yTn andepeHL,in-
Ha fjarHocTmka npu AeboTi 3aXBOPIOBAHHS 3 O4YHUX
NposiBiB, OCKiNbKK Nepeobir 3Ha4YHOI KiNbKOCTI piakic-
HMX 3aXBOPIOBAHb MOXE MOYMHATUCS i3 3aNTyHEHHSM
op6iT. 3okpema, 3a paHumun V. Vasilyev Ta cniBaBTo-
piB (2017), npn4ynHoo odTaNbMOSONiYHUX NPOSBIB
y 35% nauieHTiB € 1gG4-33, y 29% — rpaHynemartos-
Hi 3axBOptoBaHHA, y 17,5% — HexomXKiHCbKi niMdo-

Mu (Tabn. 8) [20].

MMipo3pa Ha iHdekwito, 3N05KiCHe HOBOYTBOPEHHS
4u iX NOEAHAHHS

licTonoriyxi

nepBMHHe rpaHynemarto3He 3anajieHHs

HekpoTuausHuMin Backynit

IHdinbTPaLig 3N10SKICHAMK KNITUHAMM
Bupaxena rictiountapHa iHdinbTpauis
BupaxeHa HeilTpodinbHa iHdinbTpauis
MynbTuLeHTpUYHa xBopoba Kactnemana
BupaxeHnii Hekpo3

03Hakm 3ananbHOi NCEBAONYXIUHN

Y peTtpocnekTMBHoMy gocnigxeHHi C.A. Tiegs-
Heiden Ta cnisaBTopis (2014) npoaHanisoBaHO CNeKTP
nepiopbiTanbHUX ypaxeHs npun IgG4-33 ovelt i BUSAB-

| " 5 | + | 3 | | [liarHo3 1gG4-33
YpaxeHHs opraHa: MinBuuLeHHs! piBHs | (gi“c;(l)ngtiqu(.):
-KNiTUH
MOPYLUEHHS ¢VYHKLl" IgG4 y cuposaruj 9 >4OE’2 510 Bu3HaueHuil
it Anby3iiui 6o Kposi >135 mr/mn IgG4*-kniTuH y noni
BOTHULLEBWNIT HABPSIK
30py
OpraHocneuudiyHi kputepii ans okpemux npossis 1gG4-33 .
(AIMT, XM, 1gG4-33 Hupok) BusHasenwi
licTonoriyxo:
ypa)'(el'”'""I OpraHaE" PiBeHb IgG4 |gG4+/|gG+'KJ'|iTV|H
NOPYLIEHHSA CI{VHKLU' y CUPOBATLL KPOBI >40% i >10 Moxnusuit
i AndysHuii abo <135 mr/pn 1gG4*-kniTuH y noni
BOTHULLEBUIA HABPSK s0py
YpaxenHs opraxa: NigBuuieHHs! piBHS! Ficronoris:
NOPYWIEHHS PYHKLi lgG4 y cuposartui He npoBoaMAacs MoxmBwmit
41 Audy3Huii abo kposi >135 mr/an 4 HepjarHocTUYHa
BOTHULLEBUIT HABPSIK
YpaxeHHs oprata: Pisenb 1gG4 licronoris:
NopYyLLIEHHS ¢vV“K'-l” Yy CMPOBATL KPOBI He nposoaunacs BuknioueHuit
4n oudysHuit abo <135 mr/an 4M HefjiarHoCTUYHA
BOTHULLEBUIT HAOPSIK

Puc. 4. Anroputm npoBefeHHs fiarHocTukn 1gG4-33 [2]
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Ta6nuusa 6 Ta6nuus 8
ACR-/EULAR-knacudikauiiivi kputepii BknioueHHs 1gG4-33 (2018) CneKkTp 3aXBOPIOBaHb i3 3aNny4eHHsIM opoiT
Towen Bann® Y PEBMaTONOri4Hii npakTULi
PiseHb 1gG4 Y HopMi 0 R - B

Buwwe Hopmm y <2 pasis 3,7 5 E = 5 E =

Buwe Hopmu y 2-5 pasis 6,1 Henyxnuui £e S Temaronoriuni £e )

Buwie Hopmu y >5 pasiB 10,8 3aXBOPIOBaHH & s S 3aXBOPIOBAHHS T e =
licTonoriyne HeinpopmatusHa bioncis 0
Ta imyHoricto-  LLlinbHi nimdonnasmoumtapHi iHdinbTpa- 108 78,5 30 21,5

.. . ) 3
Ximidne pocni- T (LLLI) ) . ) 3,7 1gG4-33 48 35,0 HexomxkiHCbKi 20 14,5
IXEHHs! LTI + oBniTepytoumii dpnebit 6,1 fiMGboMM

. oni LU
36 ;U,J'II Cmpa"e_B?ﬂ'HMM $i6pos 153’93 panynemaros-Hi 41 29  Xsopoba Epga- 1 0,7
_mbLueHHﬂ PaXeHHs o,u,Hle_l rpynm 3ano3 J XBOPOOMU (capkoifos, reiima — Yec-
Cni3HMx Ta Be-  YpaxeHHs ABox i Ginble rpyn 3ano3 13,8 FpaHyfIemaros 3 nofi- Tepa
JIMKUX CIIMHHUX aHriiTom)
?3"03 . Neou6 AyToiMyHHUIA fakpio- 7 5  AL-aminoigos 3 2,1
FpyaHa knitka epnbpOHXOBACKYNSIPHE Ta CENTalbHE NOTOB- ALEHIT (HeaudepeH-
i rpyoHa aopta  LUEHHS 3,8 wiiiosanui)

apasepreGpancHi M'AKOTKaHNHHI ny KM |pionatnyHe 3ananeH- 7 5  NK-/T-kniTuHHa 1 0,7

. Y TPYAHM KniTL ) ; 9.8 Hs 0p6iTI nimdoma Hoca
MMigwnyHkoBa [ndy3He 306inbLUEHHS NiALWLNYHKOBOI 321031 EHIOKDMHHA O(TasTb- 9 14  TicriounTos 4 29
3anosa i biniap- (BTpara yacToukoBOi Oym10BM) 8,0 Monaris ’ ’
HUIA TPAKT [ndy3He 36inbLUEHHS NiALWNYHKOBOI 3251031 .

i kancynonogi6HMi 06iL0K 3i 3HUKEHOIO LiNb- Curapom Korara ! 0.7 H“;ielyf]:;qa”;ngi_ ! 07

HICTIO 10,5 6 o?wa

3anyyeHHs NigLWwnyHKoBOI 3an03u i biniapHo- P . . 1 0.7 P

L 18,7 Xe:wn::snmw noni- ,

Hupku [inokoMnnemeHTeMIst 5,8 OHAD

MoTOBLLEHHS HUPKOBOI MMCKM aB0 M’IKMX TKa-

HWUH 4¥ iX NOEHAHHS 8,1 e )
3aoyepeBnHHUIT [lndyaHe NOTOBLLEHHS CTiHKM YePEBHOI a0pTH 41 po3mm}ym
npocTip M’IKOTKHWUHHI CTPYKTYpU HAaBKOMO Kiy60BMX 19G4-33

apTepilt a60 a0pTH HIKYE BIAXOAXEHHS! HUPKO- éizgge;ﬁlgﬁﬂx

BMX_ apTepA - 7'_8 Mepesaxte || Bes ypaxeHns ) )
*[lns BCTAHOBNEHHS piarHo3y IgG4-33 HeobXxifHO WwoHaiMeHwe 19 6ani. 3anyyeHHs oyxoxumb? | T )

oG PO3rASHYTN

B0OiYHE 3ananbHuit

- N ) Tabnuusa 7 MepesaxHe PosrRsRyTH ncesAoTyMOp
Mepenik 3axBopioBaHb 3 KNiHIYHOIO Ta MOP(ONOriYHOIO KapTUHOIO, ngi\gz;ﬁzmx TUDEOHY (3a3BMyait
- ogTasbmonariio in
CX0XO10 3 Takoto npu 1gG4-33 [18] ApAMIY A ¢ ﬂpg&v:)ﬂlw

1. 3noskicHi HOBOYTBOPEHHS (niMdoMa, capkoma, X0NaHriokapLMHoMa,
pak nigWwnyHKoBoi 3anosu).

2. Capkoino3.

3. CucTeMHi 3axBOPIOBaHHS CNOMyYHOi TkaHWHM (CYB, CLL).

4. Backynitu (rpaHyneMaro3 3 nofliaHriitoM, riraHTOKNiTUHHWIA apTepiiT,
apTepiiT Takascy).

5. TicTiounTo3 (naHrepraHCoKNiTUHHWNA ricTiounTo3, XBopoba Epareiima —
Yectepa).

6. XBopoba KactnemaHa.

JIEHO, W0 306iNblLUEHHS 30BHILLHIX M’A3iB O4HOro A61y-
ka (BMO4) mano micue y 89% nauieHTiB, 40 TOro X
y 88% BOHO 6yno aBo6Gi4YHUM, iy 71% — HalbinbL 3a-
nydeHumMmun 6ynmn natepanbHi npami m’a3u. Mpu Lbo-
My y 96% nauieHTiB He cnocTepiranock CynyTHbOro
YPaKEHHS CYX0XWJb OKOPYX0BUX M’A3iB. Y 70% naLti-
EHTIB MaJsio MiCLLe 3anly4eHHs Cni3HuX 3anos, 44% —
opbitanbHoi kniTkoBuHM, 30% — MigoO4YHOro HepB.a,
89% — npuHOCOBUX Nasyx (y BUrISAi MOTOBLLEHHS
cnn3oBoi 06010HKM). BignoBigHO OO UWX xapakTe-
pUcTUK 6yN0 po3pobsIEHO anropuTM AiarHOCTUYHO-
ro MOLUYKY: Y MaLi€HTIB 3 BUMN’a4yBaHHAM O4YHUX S0/TYK
4yn nepiopbiTanbHMM HABPSAKOM NPU YPaXKeHHI cni3-
HuX 3an03 Ta 3MOYHA (ocobnmBO natepanbHUX Nps-
MUX) 3@ BiACYTHOCTI 3a/ly4eHHS iX CYXOXWJb, WO CYy-
MPOBOAXYETLCHA MOTOBLUEHHAM CNMU30BOT 000/TOHKN
MPUHOCOBUX Na3yx, y NepLUy Yepry cnig posrnagatu
IgG4-33 (puc. 5) [17].

 Haseui PosrngnyTn
MiATBEPAXY04i TUPEOiaHY |
03HaKu odTanLMonariio

BincyTHi e
MIATBEPAXYIONi 9G4-3¢
03H%KI/I¥ ]{MGHOMMDBIpHe

Puc. 5. Cxema AiarHoCTMYHOro nowuyky npu 36inbwexHi 3MOS
*TliLTBEPAXYIOYI 03HAKM: YPAXEHHS Ci3HIUX 32103, NPUHOCOBMX Na3yX, NifLoY-
HOro HepBa, op6iTanbHOI KNITKOBUHN.

TAKTUKA NNIKYBAHH4A

HaBiTb CyOKNiHiYHE YypaXXeHHA HUPOK, XOBYHUX
MPOTOK | NiAWAYHKOBOI 3271031 MOXe NPU3BECTYU
[0 TSKKMX HE3BOPOTHUX YLLIKOAXKEHb MPOTArOM Kiflb-
KOX MicsiLiB, TOMY NOTPebye HErammHoro NikyBaHHS.
MpoTe HeoaHOPA30BO MNOBIAOMASANIOCS NPO CMNOH-
TaHHi peMicii Ta BigCyTHICTb NPOrpecyBaHHs 3axBO-
PIOBAHHSA Yy HenikoBaHMX nauieHTiB. OTXe, BUYiKy-
BasibHa TakTuUKa Moxe OyTW O0UinbHOW y 0Cib 3 He-
3HAYHUMKU cUMNTOMamMun Ta 6e3 03HaK OUCHYHKLIT
opraHiB (Hanpuknag npu 6e3cUMNTOMHIN nimdpa-
neHonarii Ta He3Ha4YHOMY 36iNblUIEHHI CIMHHUX 3a-
no3) [10]. NMokasaHHAMW 00 NPOBEAEHHS YPreHTHO-
ro nikyBaHHa 1gG4-33 € HasaBHICTb aopTuty, PINd,
CTPUKTYP NPOKCUMaNbHUX XXOBYOBUBIOHUX LUNAXIB,
TYOYNOiHTEPCTULINHNI HeDPUT, NnepukapamT, na-
XIMEHIHFIT i 36inblLUeHHS NiaWwnyHKoBOoi 3ano3n [2].
Y nesiknx Bunagkax BMHuUKae notpeda B TEPMiHOBO-
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My XipypriyHOMy BTPYYaHHi, 30Kkpema npu rocTpo-
My aopTasbHOMY CUHAPOMI, 0OCTPYKL,ii NpoTOK Nia-
LLITYHKOBOI 321031 41 CE4YOBOLIB.

MOYATKOBA TA NIATPUMYBAJIbHA
TEPAMNIA

'K BU3HaHO npenapartamu nepLuoi niHii npmn lgG4-33
3 MOMeHTY nepLioro onvcy Ally 1995 p., konm nomiTn-
N WBWAKY BianoBiab Ha nikyBaHHSA K. 3rigHO 3 Helwo-
[AaBHO 0OMyb6niKOBaHMM KOHCEHCYCHUM TBEPOKEHHSIM
wono nikyBaHHs 1lgG4-33, nepeBaxHa BiNbLUICTb eKc-
nepTiB BCe Le BBaxatoTb [K npenaparamu nepLuoi ni-
Hii 419 iHAYKUii pemicii y BCiX XBOpuxX 3 akTuBHUM 1gG4-
33 3aBigcyTHOCTI NpoTMnokasaHs (puc. 6). 3aebinbLuo-
ro 4jis CTapToBOI Tepanii 3aCTOCOBYIOTb NPEAHI30sI0H
y £osi 30-40 mr/po6y (0,6 mr/kr macu Tina Ha gooy),
AKY 3MIHIOIOTb 3aN1€XHO Bif, aKTMBHOCTI Ta TpMBanoc-
Ti 3axBoptoBaHH4. Bignosigb Ha Tepanito 'K 3a3Bnyan
CMoCTepiraeTbCsl NPOTArOM AEeKiNIbKOX AHIB ab0 TUX-
HiB, i MPOTAroM KiflbkKOX MicsiLLiB OiNbLUICTb NMaLEHTIB
pocsaraloTb pewmicii. MNoBinbHe 3HMKeHHs 0o3u K He-
00XiaHO NoYnHaTK Yepes 2—4 TUX NiCNA noYyaTky Tepa-
nii (no 10 Mr KOXHi 2 TMX A0 A0CArHEeHHs 0o3u 20 mr,
anoTiM — No 5 Mr KoxHi 2 Tnx). TpmBanicTb NigTPUMYy-
BasIbHOI Tepanii HM3bkmmn gosamn MK (2,5-5 mr/noby
NpPeaHi3010HY) Ha Nepiod Ao 3 POkiB, K Le MPOMoHy-
€TbCH ANOHCbKMMK pekoMeHaauismm wonao Alll, goci
3annwaeTbcss 06’ekToM 06roBopeHHs. Tpueany nia-
TpUMyBasibHy Tepanito cnig po3rnagaTvi npy peumanse-
HOMY Nepebiry Ta MynbTUOPraHHMX YPaXKEHHSIX, 0COBN-
BO Y pasi 3a/ly4eHHs XXUTTEBO BaxxmBux opratis [10].

45,0

40,0
35,0
Puc. 6. Anroputm Tepanii I'K npu 1gG4-33 [9]
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MpegHizonon 30—40 mr/poby

MpeaHi3onoH, Mr/noby

II. —
.I:I—

IHayKuis pemicii MigTpumka pemicii
3 mic 6—12 mic

EkcnepTHi AyMKM 3anMLWLalTbCA HEBU3HAYEHUMU
OO0 NUTAHHS, 4M Chif, 3aCTOCOBYBATM iMyHOCYMNpe-
CUBHI 3aC06W y iIHAYKLiMHIV Ta NIATPMMYBasbHIN Tepa-
nii, okpim K. 3rigHO 3 KOHCEHCYCHUMM peEKOMEHAALi-
SIMW, 3aCTOCYBaHHSA IMyHOCYNPECOPIB AOLIbHE Y BU-
nazkax, konv go3a 'K He Moxe OyTu 3HMXKEeHa y 3B’A3KY
3 NOCTINHO BMCOKOI aKTUBHICTIO 3axBoptoBaHHS. Ce-
pen uMTocTaTukiB ons nikyeaHHa lgG4-33 3acTocoBy-
I0Tb a3aTionpuviH, MikopeHonaty ModeTu, METOTPEK-
cat, 6-MepkanTonypuH, TakposiMmyc Ta upknodocda-
Mif,. MpoTe epeKkTUBHICTb LMX NpenapariB He OLLIHEHO
B MPOCMAEKTUBHNX JOCAIAXEHHSAX [2].

OcTtaHHiM yacom 3acTocyBaHHA RTX Hagano HoBMiA
iMMyNbC Yy NikyBaHHI nauieHTiB i3 1gG4-33. 3a gaHnmMmn
M. Ebbo Ta cnisasTopis (2017) [5], kniHi4Hy BioNoBigb
oTpuMaHo y 93,5% nauieHTiB yepe3 1 mic nicna noyar-
Ky Tepanii RTX, HaBiTb y pasi cTepoigope3nCTEHTHOCTI.

NNIKAPKO-NPAKTUKY

HanpwvikiHui gocnimkeHnHs BigmiHm 'K gocsarHytoy 51,5%
nauieHTiB; cepenHs niaTprmysanbHa no3a 'K ctaHoBU-
na 9,6x9,3 mr/no6y. NpoTe NpoTAromM cepeaHLoro ne-
piony criocTepexeHHs (24,8+21 mic) y 41,9% naujeHTiB
BiNOYBCS peLmamB 3axBopioBaHHS Yeped 19+11 mic nic-
na npunuHeHHs Tepanii RTX. Mpy ubomy cnocTepiranacs
JocTogipHa acoujauis (p=0,04) Mix aKkTUBHICTIO 3aXBO-
ptoBaHHs (IgG4-33 Responder Index >9) Ta yactoToto
peunamsy. HatomicTb nigTpumMyBanbHa Tepanis RTX go-
CTOBIpPHO crpusana Tpmeanilomy 6e3peunanBHomMy ne-
pioay (p=0,02), ane BogHO4ac cynpoBOa)KyBanacs Hac-
TiWMMN BUNAAKaMU TKKUX iHOEKLN i rinorammarno-
OyniHemii [5]. | xoua pe3ynbTaT OCTaHHIX OOCNIAXKEHD
€ NepcnekTMBHUMI, OOCI BiACYTHIN KOHCEHCYC LLO0A0 A0-
3yBaHHS Ta 4aCTOTM 3aCTOCyBaHHA RTX.

CMEPTHICTb

Y HelwoaaBHLOMY cuctemaTudHomy ornsai P. Brito-
Zeron Ta CniBaBTOPIB NPOaHasIi30BaHO CMEPTHICTb 32 Aa-
HUMK 7 pocnigkeHb (294 nauieHTur, nepiof cnocrepe-
XEHHs — 29,2 mic) [24]. JleTanbHWiA KiHELb 3aPEECTPO-
BaHO y 26 (8,8%) nauieHTiB. MNpuynHammn cmepTi 6ynm
JIEreHEBi 3aXBOPIOBAHHS, PO3PVIB aHEBPU3MU a0PTU, XO-
JIaHrIT, HUPKOBA HEAOCTATHICTb, PaK, CEPLLEBO-CYANHHI
Ta iHpeKLjMHI 3aXBOPIOBaHHS.

HALLE CNOCTEPEXEHHS

MauieHtka M., 24 pokun (1993 p.H.), xBOpi€E
32011 p., konu 3’aBunacs NpunyxaicTe y NiBin nigwe-
nenHin ginaHui. byno nposeneHo KT wenenHo-nuue-
BOI OiNIIHKN 3 BHYTPILUHbOBEHHUM KOHTPACTYBaHHSIM:
CUMETPUYHE 30iNbLUEHHS C/iI3HUX Ta BEINKMX CIIMHHUX
3an03 (0cobnMBo NiBOI NiALWENenHo ) 3 FOMOreHHUM
MiABULLEHHSM LWiNIbHOCTI; 3HMXXEHHSI NPO30POCTi YCiX
CUWHYCIB i 3Ha4He NMOTOBLLEHHS iX CIN30BOi 0O0/IOHKN;
iHLLI TKAHWHW HE 3MIHEHI. Y 3aranbHOMY aHasi3i KPOBI
Ta cedi — 6e3 3MiH. AHTUTINa oo aeocnipanbHoi JHK
(aHTn-dsDNA), Ro(SS-A), La(SS-B), Tonoisomepa-
3un-1(aHTK-Scl-70) — HeraTmBHi. OcTaTO4YHWIA AiarHO3
BCTAHOBJIEHO He Oyn10. XBOPIii NpoBeAEHO XipypriyHe
NiKYBaHHS: BUAANEHO YaCTUHY NiBOI CAVHHOI NigHWX-
HbOLLEENHOI 3a7103U (FICTONOrYHO — HecneundiyHa
rinepnnasisa 3anosu), ane BXe 4Yepes Kifibka MicsiLiB
3HOBY 3’s1BMNacs npunyxnictb Wiei X ainaHku. LLe ye-
pes aesKkuin Yac npueaHanucs odTanbMOOrivyHI NPos-
BN — HAOpPSK Had, 04HMMU 501ykamMu, GinbLue 3nisa, no-
TiM ek3odTanbm, HABPSK Mig o4rMa; 3’ ABUANCS LNNHA
nimdageHonaria Ta npUNyxaicTe NPUBYLLHUX OIASHOK.
Y rpyaHi 2012 p. npoBeaeHo 6ioncito TPbOX CTPYKTYP
i3 TaKnMm pesynbTaTamMm ricTONOMNYHOro AOCIIKEHHS:
1) niBa nigLenenHa 3anosa: 3HayHa nimoonnasmoLm-
TapHa iHdInbTpauis, Cknepos3 CTPoMU, WO BiANOBIAA€E
XPOHIYHOMY CKJ1EpPO3YO4OMY CianoaneHiTy. IMyHoric-
TOXiMiYHE O0CHNIIXEHHA: niMbouuTapHi iHdinbTpaTn
cknagalTbea 3 T- i B-kniTuH; 3Ha4yHa Kinbkictb 1gG4-
MnO3NUTUBHUX NnasmoumnTiB (>75y noni 3opy), iHOEKC
1gG4/IgG — npnbnusHo 80%; 2) npuByllHa 3an03a:
O3HakK NiMOOLMTAPHOrO CianoageHiTy; 3) nimdartny-
HUI B30/ i3 3a4HbOT MOBEPXHi LUNi: 03HAKMN peakTuB-
HOI dOoNiKyNsapHOI rinepnnaasii.

3a paHMMK KNiHIYHOT KapTUHKN (andy3He 36inb-
LWIEHHS CIIMHHUX | CMi3HMX 3ano03, nimdaneHonaris)
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NNIKAPKO-NPAKTUKY

Ta rictonoriyHoro gocnigxeHHs (inoekc 1gG4*/1IgG4
>40% i >10 IgG4*-nnasmMmaTtnyHKX KNiTUH Yy Noi 30py)
BCTQHOB/EHO MMOBIpHWIA aiarHo3 1IgG4-33 (aBi 03Ha-
KW i3 TPbOX 3rigHO 3 AiarHOCTUYHUMU KPUTEPIAMM
H. Umehara ta cnisaBTopiB (2017)) [19]. MauieHTuUi
6yno npuaHayeHo nikysaHHa K. Ane xBopa yHukana
nocTinHoro npunomy MK, enisognyHo npunmana npea-
HI30J10H KypcamMmu No 5-7 OHiB y pidHmMx no3ax (40; 20;
10; 5 ™Mr), Hamara4mMcb 3HANTM MiHIManbHO «edek-
TUBHY 003y». [iNcHO, nepiopbitanbHUiA HAbpPsSK 3Ha-
YHO 3MEHLLUYBABCH Ha 2—3-1 OEHb, ane nicnsg BioMiHN
'K yepes 2 T 3HOBY NOSIBASIBCS, HYACTO LUe BinbLumnii
BiJ, BUXiOHOr O (puc. 7).

Puc. 7. Nepiop6itanbHuii Habpsk y xgopoi Ha IgG4-33

Y 3B’3KYy 3 NEPCUCTYBaAHHAM CUMMTOMIB, BiACYT-
HICTIO CTilikoro e ekTy Bifg enizoamyHoro npunomy MK,
a TakoX NPUELHAHHA 3a4MLLKM XBOPA 3BEPHYNACHb AN
NOBTOPHOro obctexeHHs. Ha KT opraHiB rpyaHoi no-
POXHMHWN (KBiTEHb 2016): PO3CisiHi BOrHMLLA YLLjNIbHEH-
HS NlereHeBoi TKaHWHU TUMy «MaToBOro Cksa» (03Ha-
KN pOKasIbHOro MHEBMOHITY); MOCUAEHHS IHTEPCTULLIIO
y NPUKOPEHEBUX AiNsHKax; 36inbLUeHi napaTpaxeasb-
Hi Ta NaxBoBi NiMPOBY3N. IMyHONOrYHE AOCHIOXKEH-
Hs kposi: IgG4 >300 mr/on (npy Hopmi 4-86 mr/on).
3aranbHuii aHani3 KPoBi: HENTPO®INbHUIA NENKOLLN-
T03 (12,2:10%/n). KT wenenHo-nMueBoi OinsHKM 3 BHY-
TPILLHBOBEHHNUM KOHTPACTYBaHHAM (0BTeHb 2016):
npuenHanocs andysHe 36inbweHHs 3MOYA, ocobnum-
BO naTtepasnibHOro npsiMoro, 6e3 ypaxeHHs ix cyxo-
XWNb; NPOrpecyBaHHs 30iNbLUEHHS CIMHHUX i CRISHUX
3a03; 36epexeHHst 03HaK XPOHIYHOro CUHYCUTy. Bpa-
XOBYIOYM MPOrpeCyBaHHS 3aXBOPIOBAHHS, MALEHTLL pe-
KoMeHpoBaHo Tepanito K i meToTpekcatom. Ane xBo-
pa BigMOBMNAaCs Big, NPUAOMY METOTPEKCcaTy, OCKiflb-
KW NiaHyBana BariTHIiCTb. ToMy i1 6yno npusHadeHo MK
y 0,03i 40 Mr/no0y 3 NOBINbHUM 3HVXXEHHSIM 1031 YePE3
2—-4 vk nicna novatky Tepanii (Mo 10 Mr KOXHI 2 Trx
[0 OOCArHeHHs 0o3u 20 Mr, a NoTiM 3i 3HVKEeHHSAM —
Mo 5 Mr KOXHi 2 TWX) 3rigHO 3 MiXXHapPOOHUMM KOHCEH-
CYCHUMW pEKOMeHAALi MU Woa40 BEAEHHS MALEHTIB
i3 1gG4-33 [8]. Micna pocarHeHHs 003u NpeaHi3osno-
Hy 5 Mr/poby pekoMeHa0BaHo NiaTPUMYBasibHY Tepa-
nito npotarom 1-3 pokiB. Y nogansLiomy, 3anexHo Bif,
MOXJTMBOCTI AOCArHEHHS peMicii Ta 3HMXeHHA 0o3n MK,
MIAHYETbCS PO3MASHYTU MOXJIMBICTb NikyBaHHS RTX.

BUCHOBOK

Llen kniHiYHMI BUNaooOK AEMOHCTPYE MHOXWHHICTb
nposieie IgG4-33 (IgG4-noB’A3aHi cianageHiT, aakpio-
LMCTUT, MiO3UT OpObiTK, MHEBMOHIT, NniMdaaeHonaTis)
3a BiACYTHOCTI cneundiyHmx 3MiH 3 60Ky TpaguLLINHNX
MeTOAIB 06CTEXEHHS. Kno4oBMMUY /151 BCTAHOBEHHSI
niarHogdy 6ynu pesynbtati iMyHOrCTOXiMIYHOro A0CHi-
IDKEHHS Ta nigpuLLeHHs piBHs IgG4 y cnpoBartLi KpoBi.
Mporpecytoynii nepebir 3axBoptoBaHHSA NiATBEPAMB He-
00XiaHICTb paHHLOI | TPMBanoi Tepanii 'K 3 meToro gocsr-
HEHHS CTilAKOro KNiHIYHOro edekTy Ta YHUKHEHHS HE3BO-
POTHUX NOLLKOOKEHb OPraHiB.
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1gG4-3ABUCUMOE 3AB0JIEBAHUE:
COBPEMEHHOE COCTOAHUE
NMPOBJIEMbI U ONMNCAHUE
KJIMHUYECKOI'O CJZ1YHAA

O.b. SipemeHko, A.U. KonsgeHko,
J1.B. MNetenunukas

Peslome. B ctatbe nipeacrassieH 00630p JaHHbIX
JINTEPATYPbLI O KITIMHNYECKUX rposiBieHunsx 1gG4-
3aBUCHMOro 3abos1eBaHUsi, 0COBEHHOCTSIX ANArHO-
CTVIKV M COBPEMEHHbIX rnoaxoaax K nedeHuto. OnmcaH
KnmHu4eckui ciyqan 1IgG4-3aBycumoro 3abosieBa-
HUS Y NALMEHTKY C NMOPAXEHNEM NEPUOPOUNTAIIbHbLIX
TKaHew, C/Ie3HbIX 1 OOJIbLLIVX C/IFOHHbBIX XeJe3.

JNNIKAPKO-NPAKTUKY

KnioueBble cnoBa: IgG4-3aBncnmoe
3aboneBaHune, nepmopobuTasnbHblii OTEK, CIIIOHHbIE
Xenesbl, Clie3Hble Xenes3bl, MIoKOKOPTUKOUObI.

1lgG4-RELATED DISEASE: CURRENT
STATUS OF THE PROBLEM
AND DESCRIPTION OF THE CASE REPORT

0.B. Yaremenko, D.I. Kolyadenko,
L.B. Petelytska

Summary. The article presents a review of data
about clinical manifestations of IgG4-related dis-
ease, specific features of diagnosis and modern
treatment approaches. A case report of IgG4-related
disease in woman with involvement of periorbital tis-
sues, lacrimal and large salivary glands is described.

Key words: IgG4-related disease, periorbital
edema, salivary glands, lacrimal glands,
glucocorticoids.
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PEGEPATUBHA IHOOPMALIA

OTKpbITbl HOBbIE 0COOEHHOCTHU
MMMYHUTETA YeNioBeKa

lMogrorosuna H. CaBenbeBa-Kynmk

NaoeHTudurkauma Habopa akCrnpeccupyemMbix 1 pe-
KOMOMHAHTHbIX FEHOB, KOAVPYIOLWMX PEHOTUMN UM-
MYHHbIX PELLENTOPOB, ABASETCHA 3HAYMMbIM aCMEKTOM
B GopMmpoBaHmn GyHoaMEHTaNbHbIX NPEACTABNEHUI
0 CTAHOBJIEHMN 1 PA3BUTUN CUCTEMbI UMMYHHOIO OTBE-
Ta opraHmama 4yesnoBeka. [eHoM Yenoseka npeacras-
neH 6onee 4yem 20 ThbIC. FEHOB, KOOMPYIOLLUMWX NPOTEN-
Hbl, 0AHAKO MacLTab reHeTU4Yeckoro Habopa peLen-
TOPHbIX CTPYKTYP MMMYHHbIX KJIETOK 40 HACTOSLLEro
BPEMEHN OCTaBaJICs HEN3BECTEH.

Mcnonb3ys CNoXHbIE METOAbI CEKBEHVPOBAHUS re-
HOMa U BbIMUCIEHUS, UccnegoBaTenm MeanumHeko-
ro ueHTpa YHueepcuteta Bangepbunsta (Vanderbilt
University Medical Center), CLLUA, BnepBble onucanu
MpoLecchl, oTpaxarwLwye N3MeHEHU B UMMYHOJ0-
rMYyeckoim peakTUBHOCTWN OpraHmM3ma, npoucxogsuime
Ha poHe MHOUUMPOoBaHUS. ABTOPbI OTMETUIIN, YTO HO-
Bble AaHHble B OyayLiem Moriv 6bl cTaTb OCHOBOW AN1S
onTuMmn3aumn pas3paboTky BakLMH, a Takke paumo-
HanM3aumm Tepanmm 1 NPoeUIaKTUKN ayTOMMMYH-
HbIX, MHDEKLMOHHbIX M OHKOJIOrMYECKMX 3a00/1EBaAHUI.

MccnepoBaTtenn nadyyanm ocob6eHHOCTEN PyHK-
LMOHMPOBAHMSA KNETOK, NMPOAYLMPYIOLLNX aHTUTE-
na, — B-numooumnTtoB — 1 nx peuenTopHoro annapa-
Ta, BY4aACTHOCTM Y-PEeLLENTOPOB, BLICTYMAKLLMX B PO
aKLENTOPOB LUMPOKOr0O CNeKTPa MHPEKLIMOHHbIX areH-
ToB. PaHee OblI0 M3BECTHO, YTO AAaHHbIA MEexaHU3M
OCHOBAaH Ha cfly4ariHoM 0T6ope 1 00bEOVHEHUN YHN-
KasbHbIX HYKNEOTUOHbIX MOCNea0BaTeNbHOCTEN — pe-

LLENTOPHBIX «KIIOHOTUMOB». Bbl0 BbIABNHYTO Npeano-
JIOXXEeHMe, 4TO JOCTATOYHO OrpaHMYEHHbIN Habop reHe-
TUYECKMX BApPMaHTOB MOXET GOPMMPOBAThL LLUMPOKNIA
CMEKTP PeLenTopoB, NO3BONAA MMMYHHOW CUCTEME
pacno3HaBaTb NpakTUYecKn todor HOBbI NATOreH.
B xone KAMHMYeCKoro nccnenoBaHns HaTUBHbIE
NMMPOLNTbI TPEX B3POCIbIX UHAVMBNAOB OblN NoABEP-
rHYTbI KJIOHMPOBAHUIO 1 CEKBEHMPOBaHUIO 00 40 mnpa,
B-kneTok, 4TO NO3BONMNO ONPEnESINTb KIEeTOYHbIe
KNOHOTUNbI. TakXXe NpoBeLEeHO CEKBEHUPOBaHUE
B-kneToyHbIX peuenTopoB NENKOLUTAPHBLIX KNeTOoK
MyrnoBUHHOWM KPOBU Tpex MnageHues. NpoaHannsun-
pOBaB MOJIy4EHHbIE KJIETO4YHbIE U PELLEeNTOPHbIE BapU-
aHThbl, y4eHble KOHCTaTUPOBAaIN BbICOKYIO YaCTOTY 06-
LLMX KITOHOTUMOB. [lepekpecTHble COYeTaHus B rnoche-
[0BaTEeNIbHOCTAX aHTUTEN Y Pa3HbIX MHOVBUAOB Obln
HEOXNOAHHO BbICOKUMW. YOanocb MAEHTUPULMPO-
BaTb OTAESIbHblE UOEHTUYHbIE MOCNEe0BaTENIbHOCTH
AHTUTEN Y B3POCSbIX UHOMBUOOB Y HOBOPOXAEHHbIX.
Mo MHeHUIO nccnegoBaTenen, NOHMMaHNe 3TOM
OOLLIHOCTU MOXET CNYXKUTb K/THOHOM K BbISIBJIEHUIO aH-
TUTEN, KOTOPble MOrn Obl CTaTb MULLEHAMW N5 pa3-
paboTkn MeTo40B BaKLIMHALMM U YHUBEPCAlbHOM Te-
panuu B nonynsauum. Takum od6pasom, LeHTpasbHbIM
NMPUHLMNOM yKa3aHHOI 0 MpoekTa cTasn CUHTe3 buome-
OVUVHBI 1 COBPEMEHHbIX KOMIMbIOTEPHbBIX TEXHOJIOMMIA.
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