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1gG4-110B’s13aHi 3aXBOPIOBAHHS — TOPIBHIHO HOBA IPyIIa 3aXBOPIOBAHb, 10 Ma€ HEBIIOMY €TiOJIOTIIO Ta XapaKTePU3YEThCsI PO3BUTKOM
($i0po3y opraiB i HasiBHICTIO BelMnKOI KiTbKOCTI [gG4-O3UTHBHNX TIa3MOIUTApHHUX KITITHH Y JUISHIN YpaskeHHsI, a TAKOX ITiJ[BHIIIE-
HuM piBHeM IgG4 B cupoBarmi kpoBi. Cepex oprasis, 0 MOXYTh OyTH ypakeHi, — HiIIITYHKOBA, CIMHHA Ta 1HIII 327103, OMHUCaHi
TAKOX KJIHIYHI BUIIAJIKH ypa)KeHHs] HUPOK. YpaxkeHHs HUPOK npu [gG4-3aXBOpIOBaHHI HalfuacTilie Bifl0yBa€ThCs 3a THIIOM TYOYJI0iH-
TepCTULIAIBEHOTO HE(QPHTY, 3 PO3BUTKOM HaJlalli rocTpol abo XpoHidHOi XBopoOH HUpok. KiiHiuHa KapTHHA MOXke OyTH IpeacTaBlIeHa
TICEBJIOMYXJIMHAMH HUPOK, TeTEPOTreHHICTIO HUPKOBOT TKAHWHH 32 pe3yibraramMu KT-10ciiikeHHs; TOCTpUM ab0 XPOHIYHUM YpasKeH-
HSIM HHUPOK; KOMOIHAIIEO 3 Ypa)KEHHAM 1HIINX OpraHiB (ayTOIMyHHHI HAaHKPEATHT, CKJICPO3YIOUHI XOJIAHT1T, TiM(OIIIa3MOIUTAPHAN
CKJIEPO3YIOUHil XOJICLHUCTHT, KOJIIT, ClalaieHiT, peTporepuToneansuuii Gpiopos toio). JlaboparopHi 3HaXiAKK BKIIOYAIOTH MiBUILICHHUI
cupoBaTkoBuii piBeHs IgG4, rimokomMuieMeHTeMilo, €03nHO}1TiI0. ['icTONOriYHO CrIoCTepiraloThCst iIHTEPCTUIIHHE 3alaIeHHs 3 BEJTMKOI0
KUTBKICTIO TUIA3MOIHTIB, IHTEPCTULIITHUE (hi0p03, aTpodis KaHAIBIIB, TOTOBILEHHS TyOyIspHOi 0a3anbHOI MeMOpaHH, IesKi BUMIAIKU
MaloTh IepeOdir 3a THIIOM MEMOPaHO3HOTO TIIOMEpPYIOHEeDPHTY.

Meta po6oTu — BusiBIeHHS nauieHTiB 3 [gG4-10B’13aHUM ypaXKeHHSM HUPOK i3 PO3MIUPEHHSIM I1aTOMOP(HOIOTiuHOI 6a3H Takux
3aXBOPIOBAHb 3 YPKCHHSIM HAPOK IJIsI BU3HAUCHHS KIacH(ikamifHNX 03HAK I[bOTO MATOIOTIYHOTO CTaHYy.

Marepiaan Ta MeToau. CKpHHIHT HUPOK ITOMEPIINX, CKPHHIHT MALIEHTIB 3 8y TOIMyHHUMH Ta aJIepPreHHUMH 3aXBOPIOBAHHSIMH, CKPUHIHT
He(QPOJIOTIYHNX MAIi€HTIB, SIKI MaJIX MPYKUTTERY O10IICIIO (JIesIKi — TOBTOPHY ), CTPaX Al Ha TOCTpe a00 XPOHIYHE YPaKESHHS HUPOK.
[IpoBOAUTHMYTHCS KIIIHIKO-TATOMOP(OIOTIYHI 3iCTaBICHHS MPH ypasKeHHI HUPOK Ta iHIINX 3aXBOPIOBAHHSAX 13 PO3POOKOI0 KPUTEPiiB
YpakeHHS Ta CTBOPEHHAM Kiacuikaii 3a HassBHOCTI [gG4-103UTHBHUX CyOCTpaTiB 1 HANBIIO0 PO3POOKOIO MPAKTUYHUX PEKOMEHAALIH.

PesyabTaTu. 3xificHeHnit peTpoCIIeKTUBHUIT aHai3 162 GionTariB HUPOK, i3 HUX y 13 (8 %) 3HalIeHO TOHATHOPMOBY JICTIO3HIIII0
1gG4-no3uTHBHUX TUIA3MOIUTAPHUX KIITHH Ta 1HII HECTIeNU(iuHi, ae TUIOBI IS 3aXBOPIOBAHHS PHUCH.
BucnoBku. Businenus mapkepa [gG4 Mmoxe cBigunuTh 1po HasiBHIiCTb [gG4-110B’ 13aHUX/0MIOCEepEIKOBAHNX 3aXBOPIOBaHb. [lepcmek-

THUBHUM BBaXXA€THCSI CTBOPEHHS aToMopdotoridaoro peectpy 1gG4-1oB’s;3aHUX 3aXBOPIOBaHb, YTOYHEHHS KPUTEPIiB 1IarHOCTUKH Ta
po3pobnenns knacudikarii [gG4-moB’ 13aHUX 3aXBOPIOBAHb.

IMatomopdosioruyeckasi xapakrepuctuka IgG4-cBsa3aHHBIX 3200/1€BaHUI
E. A. JIaowix, M. J]. Hsanosa

1gG4-cBsi3annble 3a001€BaHNs — OTHOCUTEIIFHO HOBAs TPyIia 3a00JIeBaHUH C HEN3BECTHOM ATHOJIOTHEH, KOTOpasi XapaKTepu3yeTcst
pa3ButHeM (puOPO3a OPraHoOB ¢ HATHINEM 00IbIIOro KomndecTBa [gG4-O3NTHBHBIX IITa3MOIUTAPHBIX KIETOK B YIACTKE MTOPAKEHHS
u noBbieHHeM ypoBHs 1gG4 B chiBopoTke KpoBU. Cpey OpraHoB, KOTOPBIE MOTYT OBITh MOPAXKEHBI, — MOKEITY/I04HAs, CIIFOHHAS 1
JIPYTHE XKelle3bl, OMICaHbI TAKIKE KITMHUYECKHE CTydan ropaxeHus nmodek. [lopaxenue nouek mpu [gG4-cpsi3aHHbIX 3a001€BaHHSX Yallle
BCETO MPOUCXOANT 110 THITY TYOYJIOMHTECTHIHAIBHOTO He()PUTA C JaTbHEHIIINM pa3BUTHEM OCTPON WIIM XPOHUYECKOW OOJIC3HU MOYEK.

Knunnyeckas KapTHHA MOXKET OBITH IPECTABICHA MCEBJOOITYXOISAMHU TI04EK, FeTEPOreHHOCTBIO TOYEYHOI TKaHH 0 pe3y/braraM
KT-nccnenoBanus; OCTPHIM WIM XPOHUUECKHM ITOPAYKEHHEM I10YEK; KOMOMHALMEH C MOpaKEHHEM JPYTUX OpPraHoB (ayTOMMMYHHBII
MIAHKPEATHT, CKJICPO3UPYIOIINH XOIAHT UT, TNM(OILIa3MOIIMTAPHBII CKIICPO3UPYIONINH XOIEIUCTHT, KOJIUT, CHaJIaJIeHHT, PETPOIIEPUTOHE-
anbHBIA GUOPo3 u apyrue). JlJabopaTtopHsle HAXOIKU BKIIFOYAIOT MTOBBIIICHHBIN CBIBOPOTOUHBIN YpOBeHBb [g(G4, THITOKOMILIEMEHTEMHIO,
903MHOGMINIO. [MCTONOrNYECKN HAOMIOAAETCSl MHTEPCTHIMAIBHOE BOCTIAJICHHE C OOJIBIIMM KOJMYECTBOM ILIA3MOLUTOB, HHTEPCTH-
LUAJIbHBIN GUOPO3, aTpod s KaHAIBIEB, YTONIIEHHE TYOYISIpHOH Oa3aibHONH MeMOpaHbl, HEKOTOPBIE CIIy4al HMEIOT TeUSHHE 110 TUITY
MEeMOpPaHO3HOTO IIOMepylIoHe(pHTa.

Hens pa6oThI — BoIsiBICHUE NanneHToB ¢ [gG4-cBsI3aHHBIME 3200JI€BAHUSAMHY C ITOPAYKEHHEM TT0YEK M PACIIUPEHUEM ATOMOP(OIIO-
THYECKOi 0a3bl TaKKUX 3a00JICBAHHUHN ¢ TOPAXKCHUEM ITOYEK IS ONPe/IeTIeHIS KIacCH()UKAIIMOHHBIX TPU3HAKOB ITOTO ITATOJIOTUIECKOTO
COCTOSTHUSL.

Marepuajbl 1 MeToAbl. CKPHHUHT IIOYEK yMEPIINX, CKPUHUHT MAIMCHTOB ¢ Ay TOMMMYHHBIMH U aJJIEPTeHHBIMU 3a00JICBAaHHUSMH,
CKPUHHHT He()POJIOTUUECKHX MAIMCHTOB C MPIKI3HEHHON Onorcueil (B HEKOTOPBIX CITydasX — ¢ HOBTOPHOMN), CTPAJAIOMINX OCTPBIM
WU XPOHUYECKUM MOPa’KEHUEM TTOYEK.

BymyT npoBeieHb! KITMHUKO-TTaTOMOP(OITOTHYECKHE COTIOCTABIICHNUS TIPH IIOPayKEHHH MTOYEK U APYTUX 3a00JIEBAaHUSX C Pa3pabOTKOit
KPUTEPHEB MOPAKEHUS U COCTABIEHHEM Kiaccupukanuy npu Hanuauu [gG4-mo3uTuBHBIX CyOCTpaToB M JanbHeHen pa3padboTkoi
MPAaKTHYECKUX PEKOMEHIAIMH 7151 CBOEBPEMEHHOM nuarnoctuku 1gG4-cBsa3aHHbIX 3a001€BaHUM.

PesyabTarsl. [IponsBenéH peTpocnieKTUBHBIN aHanu3 162 6nonTaros novex, y 13 (8 %) Hadbmonanack aenosunust [gG4-mo3nTuBHBIX
IIa3MOLIUTAPHBIX KJIETOK U JPYTUe HECTIENU(pUIHBIE, HO TUIIUYHbBIE A7 3a00/1€BaHUs IPU3HAKH.

BeiBoabl. Brisisnenne mapkepa IgG4 mMoxeT cBumerenbcTBOBaTh 0 Hanuuuu [gG4-CBA3aHHBIX/OMOCPENOBAHHBIX 3a00JICBaHHH.
IlepcrieKTUBHBIM cunTaeTCs co3aHue naroMopdororuueckoro peructpa IgG4-cpa3aHHbIX 3a0071€BaHUH, YTOUHEHNE KPUTEPHEB THa-
THOCTHKH ¥ pa3zpaborka kiaccudukarmm [gG4-cBsi3aHHbIX 3a00JIeBaHHN.

Kniouesvie cnosa: 1gG4, bonesnu nouex, enomepynonedppum.
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[Tatromopdornoriyna xapakrepuctrka [gG4-1moB’s13aHUX 3aXBOPIOBAHb

Pathomorphological characteristic of IgG4-related diseases
O. O. Dyadyk, M. D. Ivanova

IgG4-related diseases are a relatively new group of diseases of unknown etiology which are characterized by the development of
fibrosis of organs with the presence of big amounts of IgG4-positive plasma-cells in the area of the lesions and increased levels of IgG4
in serum. The organs that may be affected are pancreas, salivary gland, and others, clinical cases of kidney damage are described as well.
Renal involvement in IgG4-related diseases most often occurs on the type of tubulointerstitial nephritis, with the further development
of acute or chronic kidney injury. The clinic may be represented by the pseudotumor of kidney, renal tissue heterogeneity on the results
of CT-studies; acute or chronic renal disease; combination with other organ damage (autoimmune pancreatitis, sclerosing cholangitis,
sclerosing lymphoplasmacytic cholecystitis, colitis, sialadenitis, retroperitoneal fibrosis etc.). Laboratory findings include an increased
level of IgG4 in the blood serum, hypocomplementemia, eosinophilia. Histologically, there is interstitial inflammation with many
plasma cells, interstitial fibrosis, tubular atrophy, thickening of the tubular basement membrane, some cases are a type of membranous
glomerulonephritis.

The aim of the study is to identify the patients with [gG4-related diseases with renal impairment and widening the pathological
database of such patients with renal impairment to determine the classification criteria of this pathological condition.

Materials and methods will include the deceased kidney screening, screening of patients with autoimmune and allergic diseases,
nephrological patients screening with the lifetime biopsy (in some cases — repeat biopsy) with chronic or acute kidney impairment.

There will be clinical and pathological comparison in kidney damage and other diseases with the development of criteria for the
classification of lesions in the presence of [gG4-positive substrates and further development of practical recommendations for the timely
diagnosis of IgG4-related diseases.

Results. We already performed a retrospective analysis of 162 kidney biopsies in which, in 13 cases (8 %) we noted abnormal IgG4-
positive plasma cells deposition and other unspecific, but typical morphological signs of the disease.

Conclusions. The identification of [gG4 marker can favor of presence of I[gG4- related disease. The creation of pathological register of
IgG4-related diseases is important for the accurate diagnosis and the development of criteria for classification of IgG4-related diseases.

Key words: 1gG4, Kidney Diseases, Glomerulonephritis.
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gG4-moB’s13ani 3axBoproBanHs (IgG4-113) — mopiBHSA-

HO HEI[OAaBHO BBEJICHE IOHATTS, 110 BKIIIOYAE TPYILY
3aXBOPIOBAHb HEBIIOMOi €TioNOTii, KOTpi XapaKTepHu3y-
IOTBCS. HAsBHICTIO BENHKOI KimbKoCTi [gG4-T03UTHBHUX
TUTa3MOIUTAPHUX KIIITHH Y AUUISHII YpaKeHHS 3 BUPa3HUM
(hi0po3yBaHHIM IUX JISTHOK 1 MigBUIIEHHSIM piBHA [gG4 B
cuposarii kposi [1-3].

HasiBHa Benmka KUIBKICTh 3aXBOPIOBaHb, 10 HaJIeKaTh
no 1gG4-I13, naiikpaie BUBUEHI 3 HAX HaTeIep J(Ba: ayTo-
IMyHHUIA TAHKPEATUT TIEPIIOTO THITY Ta YPAKEHHS CIIMHHUX
3a1103 (cKkieposyrounii ciananeHir) [3,11]. Takox y HayKoBii
niteparypi onucani 1gG4-noB’si3aHuil cKiIepo3younii xo-
JIAHTIT, XPOHIYHMI CKIIEPO3YIOYHI IaKpioaieHiT, 300 Pimis
(IgG4-noB’s13anuii cxirepo3yrounii Tupeoinnt), IgG4-mos’s-
3aHUI IHTePCTUIIIHHUI MTHEBMOHIT 1 JIETEHEeBi 3amaibHi
niceBnomyxnuan, [gG4-moB’s:3aHa OpOiTaTbHA TICEBIOMYX-
JINHA, iJI0NaTHIHAHN peTpOonepuTOHIabHIUH (hi0pO3, a0pTHUT i
1apaaopTUT, yPAKEHHsI HUPOK, IIUTYHKA, JIOKAJIbHI 1301b0BaH1
nmimanenomnarii [4—7]. [latoreHe3 3aXBOPIOBaHHS HA CHOTO/THI
MaJlo 3pO3yMiNIHi, OUIBLIICTD JOCII/PKeHb CBIIYaTh Ha KO-
PHCTH ayTOIMyHHHX Ta aJepriYHUX MEXaHI3MIB. YpaKeHHs
TPAILISAIOTHCS 3/1€0UIBIIOTO B JIIOJIEH CEPEIHBOIO BIKY 3 TIpe-
JIOMIHAHTOIO B 40I0BIi4Ol crari. Haifuacrile Big3Ha4YaeThCs
yparkeHHs1 OLJIbIIIe HiXK OJTHI€T TistHKK a0o opraHa, 3 popmy-
BaHHSAM HEOOJTICHOTO MICCBIOYXJIMHHOTO YTBOPEeHH [8,9].

V cupoBariii KpoBi CIIOCTEPITA€ThCs TiABUINEHHS PIBHS
IgG, IgG4 ta IgE. 3axBoproBaHHs 3a3BUYail Mae 100py
BiJITIOBib HA TEPAITif0 KOPTUKOCTEPOiTaMH Ta CIIPUSTITUBHHA
mporuo3 [8,11]. OmHak y JiTepaTypi OIMHCy€eTHCS MOKITHBE
YCKJIQJIHCHHS 3aXBOPIOBAHb PO3BUTKOM JIiM(poMH ab0 Kap-
nuHOMH [8]. 30KpemMa, Take yCKiIaJHEHHsI CIIOCTEpIraan y
13,9 % nauienriB 3 ayroimyHHuM IgGG4-noB’si3aHuM naH-
kpeatutom [10].

Ha migcraBi aHamizy JOCHIIKEHb, IO 3A1HCHEHI paHinie,
CTaHJAaPTOM JiarHOCTHKH BHU3HAHO BHKOHAHHS Oiomcii
YpakeHOT AUISHKH 3 IMyHOTICTOXIMIYHMM 3a0apBIICHHIM
[gG4-mo3uTHBHUX MIa3MOIUTIB 1 BUMiproBaHHs piBHs [gG4
CUpOBaTKH Kposi [2,12,13].

KoHcencyc MynsTHHAILIIOHATBHOT MYITBTHANCIMILTIHAPHOT
rpymu excrieptiB 3 [gG4-113 y 2012 pomi 3ampomoHyBaB
HACTAaHOBH 3 JIarHOCTHKH IMX 3aXBOPIOBAHb Ha MiCTaBi
HABYIMBININX TICTONATONOTIYHAX 3HaxiI0K [ 14]. Kpure-
pisiMH BB)XKaJIU MIIIBHY JIMQOIHUTApHY Ta IIa3MOIUTapHY
IH(UIBTpAIiI0 CTPOMH YPa)KEHOTO OpraHa, po3BUTOK (i-
Opo3y, oomitepyrounii (iedit, eozunod o cTpomu [14].

Kinbkicts [gG4-1103UTHBHUX TIIA3MOLIMTIB Ha OJTHE TI0JIE
30y BEJIMKOTO 301IBIICHHS, [0 € TOCTATHIM JJIs [IOCTAHOB-
KU JIlarHO3y, BApIFOEThCS 3aJIeKHO Bi TKaHuHH [14]. 3ara-
JIOM MIiHIMAJIBHOO KIJIBKICTIO IS JIarHOCTUKH B OLIBIIOCTI
TKkaHuH Bu3HaHO Bix 30 10 50 [gG4-n03UTHBHUX KIIITHH Ha
OJIHE TIOJNIE 30Py BEJIMKOTO 301IBIICHHS, X04a IS JIESIKHX
TKaHWH, HalPHUKIAM, UII HUPOK, JOCTAaTHIM BBa)KAETHCS
10 IgG4-TO3UTHUBHUX KJIITHH HA OJHE TI0JIE 30Py BEITHKOTO
30inpIenHs. Haromonryerscest, 110 /715t BCTAHOBJICHHS fia-
rHo3y IgG4-113 HegoCTaTHRO JIMIIE CAaMOTO BCTAHOBJICHHS
30UTbIIeHHS KibKOoCTi [gG4-TI03UTHBHUX KIIITHH y OlonTari,
TaK caMo, K 1 caMoro Jiniie JociipkeHHs piBHiB 1gG4 B
cuposarii kposi [4,12,14].

VYpaxenns Hupok npu [gG4-3axBoproBaHHI HalivacTile
BiZIOyBa€ThCs 32 THUIIOM TYOYJIOIHTEPCTHUIIHOTO He(pHTY,
3 PO3BUTKOM HaIaJIi TOCTPOi a00 XPOHIYHOT XBOPOOH HUPOK
[15,16].

Kninigna kapTuHa Moke OyTH Tpe/IcTaBIIeHa TICEBIOITY-
XJINHAMH HUPOK, T€TEPOTeHHICTIO HUPKOBOI TKAHWHU 32
pesynbraramu KT-mocmipkeHss; TocTpuM ado XpOHIYHAM
YPpa)KeHHSIM HUPOK; KOMOIHAIlI€10 3aXBOPIOBAHHS 3 YpaXKeH-
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HSIM IHIIMX OpraHiB (ayTOIMYHHHMH ITAHKPEATHT, CKIEPO3Y-
IOYUI XONAHTIT, TiM(OTUIa3MOLUTAPHUI CKIEPO3YIOUHA
XOJICMCTUT, 3alajbHi YpaKeHHs KUIICYHUKA, ClallaJIeHiT,
perponepuToHeansHuH (hibpo3, 3armanbHa aHEBpU3Ma a0PTH,
ypaskeHHs! IIM(aTHYHNX BY31iB, BUCUII Ha LIKIpi).

JlaboparopHi naHi, OKpiM MiJBUIICHIX CHPOBATKOBUX
piBHiB IgG4, MOXYTh BKIIIOYATH TilIOKOMILIEMEHTEMIIO,
€O3MHODIITI0 B ISSIKUX TAIIEHTIB.

3axBOPIOBaHHSI MOXKE YCIIIIIHO JIIKYBaTUCS CTEpPOigaMH
Ta MUTOCTAaTUKAMH, ajie (He3aJIeKHO BiJI YCITIXY JTIKYBaHHS)
Ma€ BEeJIMKHUN PU3HUK PELUIUBYBaHHS.

Ticmonociune 0ocniodcenHs BKIIOYAE TaKl 3HAXIIKU: 1H-
TEPCTUITIHE 3aMaJIeHHS 3 BEIMKOIO KIIbKICTIO TTa3MOIHTIB,
iHTepcTHLiiHNE Gi0po3, aTpodis KaHAIBIIIB, ITOTOBIICHHS
Ta po3MIETUIeHHS TyOyssipHOi 6a3ampHOI MeMOpaHH, AesKi
BUIAJIKK MaloTh Hepedir 3a THIOM MEeMOpPaHO3HOro IJIO-
MepyroHehpuTy (MeMOpaHO3HOI TIIoMepyTonarii) (Maiixe
8 %) [16].

Imynozcicmoximiune/imyHogbnoopecyenmue 00CniOHCeHHs.
Jla€ MOXKIIMBICTh Bi3yalli3yBaTH BEJIHMKY KUTbKicTb [gG4-10-
3UTHUBHUX ITa3MaTHIHUX KIITHH (Oinbme Hix 10 IgG4-mo-
3UTHBHUX KJIITHH Ha I0JIe 30py BEJIMKOrO 301JIbIICHHS,
x400). IgG4-3a6apsnenns € Ha 100 % uytmusum i Ha 92 %
crierdivamm [16].

Cepen IHIINX 3HAXIJOK MOXJIMBI (POKAIBHI MpaHysSIpHI
JIETIO3UTH B TYOyIsIpHii O6a3anpHiit memOpani: 1gG, C3, «
1 A JIeTKi JIAHIIOTH IMyHOII00YIiHIB, pigko — IgM, dpak-
uis kommiementy Clq. Taki cami rpaHyISpHI JE€NO3UTH
MOXYTh TPaIUISITHCA B 1HTEpCTHUI] HUpOK. OnucaHi BH-
magku komOiHamii 1gG4-aedponarii 3 [gA-Hepponarieio
Ta MEMOPAHO3HUM IIIOMEPYIOHEPPUTOM (MEMOPaHO3HOIO
IJIOMEPYIIOTIATIEIO).

Enexmpounnomikpocrkoniune 0ocniodicenus N1eMOHCTPYE
aMOp(QHI eNEeKTPOHHO-IIUIBHI JETIO3UTH B TOBIII TyOyIsIp-
HOi 6a3abHOT MEMOpaHH Ta B IHTPECTHIIIT, TOTOBIICHHS Ta
posiIapyBaHHs TyOyIsipHOI Oa3aibHOT MEMOpaHH, a TAKOXK
MPaKTUYHO MOBHY BIJCYTHICTH 3MiH y TIIOMEPYISIPHOMY
arapari 3a yMOBH BiJICyTHOCTI CyITyTHIX 3aXBOPIOBaHb.

HHugpepenyiiina diaznocmuka ypaxeHHS 3IIHCHIOETHCS 3
I10MaTHYHAM TYOYJIOIHTEPCTHIIIHHUM HEPPUTOM, TYOyII0-
IHTePCTUIIITHIM BOBYAKOBHUM (JTFOITYC) HE(PUTOM, CHHAPO-
Mom lllerpeHa, riraHTOKIIITHHHUM TYOYJTiTOM, XpOHIYHUM
mieJoHeppUTOM, pauci-immune (MaTOIMyHHHUM) HEKPO-
TU3YIOUYMM TIIOMEPYJIOHE(DPUTOM/TIIOMEPYIOHEPPUTOM 13
TBMICSIISIMHA, JTIM(OMOIO Ta JIEHKO30M, ITyXJIHHAMH HAPKH.

BaxsuBicTb 0101ICIT Y IbOMY BUIIAJIKY [OJISITA€ Y BUKIIIO-
YEHHI ITyXJIMHHOTO IIPOIIECy, a TAKOXK y BU3HAYCHHI TeHe3y
3anajieHHs Jyisl ONTUMi3alii BUOOpY JIIKyBaHH:I, uepes Te,
1110 BEJIMKA KiJIbKICTh Ay TOIMYHHUX 1 TyOyJIOIHTEPCTHIIIHHIX
ypa)keHb PE3UCTEHTHI 710 Teparii crepoigamu. Kopekrra mia-
THOCTHKA J1a€ MOXKJIMBICTB 30€PErTH Yac, KOTPU Moke OyTH
BUTPAYCHUI Ha IOMUIIKOBE JIIKyBaHHS, 3a0IAAUTH KOLITH
Ta MOSICHUTH BEJIMKY KUTBKICTh KOMOIHOBaHHX YPa)KeHb, 1110
HENIOJaBHO BHKJIMKAIM 0araro 3armiTaHb.

3anponoHoBaHO Takox yBectu 1gG4-3abapBieHHS B
PYTHHHY ITPAKTUKY BCiX YpakeHb HUPKH y 3B 53Ky 3 ITyOuIi-
Kalli€ro KJIIHIYHOTO BHIIAJIKY, 0 onucye [gG4-mos’s3ane

Ypa)KeHHSI HUPKH, TIOMIJIKOBO TIPUHHSTE 33 ypOTeTiabHy
kapruHoMy. 3a mannMu KT-mochimkeHHs, B Mali€eHTKA
53 pokiB BHSBHIIM €K30(iTHE M’ SIKOTKAHUHHE YTBOPEHHS
HUPKOBOI MUCKH 3 HEUITKIMH MEXXaMH Ta IOCHICHUM Pajli-
OHYKIIIIHUM MOTIMHAHHSIM, 1110 BUKJIMKAJIO ITi103pY Ha 3J10-
SIKICHE HOBOYTBOPEHHSL. 31IHICHIIIN ypeTepOHE(PEKTOMIIO.
MaxpOCKOIIIYHO BHSBICHO JIUIIE MTOTOBIICHHS CIIM30BOI
000JI0HKH HUPKOBOI MUCKH. Mop(osoridHe A0CIiKeHHS
HUPKOBHX 3pi3iB IMOKA3aI0 MHOXHHHI JIIMQOiTHi (oTiKymn
Ta BUpa3HUH (iOpo3 Iija mapoM MOTOBIIEHOTO YPOTEIiIO.
Taxox Oyni HasBHI MHO)KHHHI TUTa3MOIIMTAPHI KITITHHH Ta
aimponutu 6e3 o3HaK arwuiii. IMyHOTICTOXIMIUHE HOCII-
JUKEHHS BUSIBIIIO, 110 Outbmie HixK 40 % Iuta3MOIUTapHUX
kiitiH mo3uTuBHI Ha [gG4. VYei rictonmorivHi 3MiHM TIe-
peOyBaiii B MeXaxX HUPKOBOI MHUCKH Ta HE 3aXOILTIOBAJIN
napesximy [17].

HesBakaroun Ha po3MaiTTs JIIKYBaJIbHUX ITPOTOKOJIB 3a-
JISKHO BiJ KpalHU Ta JIiKapHi, JTOCIiTHHKH TOTOKYIOTHCS:
3aXBOPIOBAHHS Ma€ JOBOJI MIBUJKY, ¢(DEKTHUBHY BilNOBiIb
Ha JTIKyBaHHS KOPTHKOCTEPOiJaMH, Xoua JIesiKi XpOHIuHi ypa-
JKeHHSI, 30KpeMa (i0po3, 3aHIIaroThCs He3BOpoTHIMHU [ 18].

Ha 6a3i nux 3HaxiJoK OHOBJIEHI JOCII/PKEHHS CBIAYaTh
PO IMOBIPHY BTOPHUHHY poitb MoJiekyu [gG4 y mpoBokartii
3analieHHs], aje BaXJIMBY 11 poiib y MOPYIIEHH] peryssiil
IMYHHOT BIATOBIl IIISIXOM aKTHBAIIi HE3pUIHX IMYHHUX
KIITHH T gieto nomsgpuzoBanux CD4+ T-miMdonuTis i3
JIJIBIINM TIOCWJICHHSIM CHUHTE3Yy CIIONYYHOI TKaHWHH (]i-
OpoOmactamu. 3a METy CTaBUTHCS MOIIYK TAPTETHO]I Tepartii,
1110 CIIPSIMOBaHa Ha IPUTHIYeHHs B-1iMQonuTiB Ta 30kpema
miazmoOactis [19].

Harenep € xoncencyc BusHadeHHs [gG4-moB’sa3aHuX
3aXBOPIOBaHb Ta IXHs 3arajbHa MaToMopQoIoriyHa Xapak-
TEPUCTHKA 13 TM(OLIITAPHO-CO3MHODITEHUM 1 TIa3MOITH-
TapHUM KOMIOHEHTOM Ta IHTEPCTUIIIHHUMY i (hiOpO3HUMH
3MiHamu oprasis. [IpuiryckaeTbes, 10 TOMHPEHICTh 3aXBO-
PIOBaHHS/CTaHy HEMOOIIIHCHA 1, MOXKIIUBO, 3pOCTAaTUME 3i
301IBIICHHSM aJieprizalii HaceJIeHHs.

HoBu3sHa gocHiKEHHS BCTAHOBIIOETHCSA TOMIIBHICTIO
BU3HA4YEHHsI HEOOX1IHOCTI CKpHUHIHTY Ha HasBHICTH 1gG4 y
KIIHIYHUX TPyHax pU3HKY, 0 OyAyTh BHIUICHI 32 TaHUMU
HAIIOTO AAJIbIIOTO JOCIIHPKEHHs, CTBOPEHHS MaToMOp-
¢onoriunoro peectpy 1gG4-moB’s13aHNX 3aXBOPIOBaHb,
YTOYHEHHs KpuTepiiB Bu3HaueHHs [gG4-acomifioBaHux
3aXBOPIOBaHb 1 BIOCKOHaNeHHs kiacudikaii [gG4-moB’s-
3aHUX 3aXBOPIOBAHb.

Mera poboTun

Posmupuru naromopdosoriuny 6azy [gG4-mnos’s3aHux
3aXBOPIOBAaHb 3 YPKCHHSM HHUPOK JJISI BU3HAUCHHS Kia-
cU}IKaifHAX 03HAK I[HOTO ITATOJIOTIYHOTO CTAHY MIIIXOM
CKPUHIHTOBOT'O JOCIIDKEHHsI 0101TaTiB HUPOK 1 BCTAHOB-
JICHHS KIIiHIKO-TTaTOMOP(OJIOTIYHIX TTapaieseii Ipu BU3Ha-
YEeHUX KJIIHIYHUX J[larHo3ax.

Marepiaju i MeTOIH T0CTiKeHHST

3nilicHeHUT peTpOCIeKTUBHUI CKpHHIHT 162 OionTaTiB
HUPOK 1010 HassBHOCTI [gG4-1I03UTHBHAX KITITHH. 32 KITi-
HIYHUM J[1arHO30M, MAaIi€HTH CTPa)XAajld Ha rocTpe adbo
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[Tatromopdornoriyna xapakrepuctrka [gG4-1moB’s13aHUX 3aXBOPIOBAHb

XPOHIYHE YpaKeHHSI HUPOK, JEsIKi 3 HUX MaJIi [TOBTOPHY
oiomciro. 3i 162 GionrariB Hupok y 13 marieHTiB (8 %)
BUSIBIIEHA TIOHAJHOPMOBA KiNbKicTh [gG4-TO3UTHBHUX
IIa3MONUTapHUX KIiTHH (Oinpmre HixK 10 Ha omgHE moie
30py BeduKOro 30imbmieHHs, x40). Y 1mux maiieHTiB
3MiCHEHE JeTalbHE MMOBTOPHE BUBYCHHS 0i0ICii 3 ycima
JOTaTKOBUMH 3a0apBiIeHHSIMH (T€MaTOKCUIIH-C03HUH,
PAS, TpuxpomoBe 3a Maconom, cpibnenss 3a J[xoncom)
i 0a30BO0 MAHEUTIO IMYHOTICTOXIMIYHOTO JOCIIKCHHS
(IgG, IgA, IgM, C3, Clq).

s BusiBnennst 1gG4 BukopuctoByBanu anturtino 1gG4
(3astue monixsonansHe Dako Cytomation A0423) y posse-
nenni 1:200000 y 6ydepnomy pozunni HIER Dako citrate
(pH 6.0).

AHaJi3 ricToJI0TiYHNX TperapariB 31iHCHIOBAIN Ha TPH-
HOKYJSIpHOMY 1H(ppoBomy Mikpockomi Olympus CX41,
mikpockori Carl Zeiss Primo Star i3 kameporo Axiocam 105.

Pe3yabTaTi Ta iX 00roBopeHHs

3nificCHUIM peTpOCHeKTUBHUN aHami3 162 Gionraris HuU-
pok, 3 Hux y 13 (8 %) 3HaiiieHO MOHATHOPMOBY JICTIO3HIIIFO
IgG4-1103uTHBHUX TUIa3MOIUTApHUX KINITHH. [Tpu 1ipomy
B 11 mamientiB meno3utis [gG4-MO3UTHBHAUX TUTa3MOIIH-
TapHUX KJIITHH Oyna nomipHoto (10-24 Ha oxHe mose 30py
BeJIMKOTO 30iibineHHs (x40), y 2 nmamieHTiB Jeno3uILis
1gG4-03UTHBHUX TIa3MOIUTAPHIX KITITHH OyiTa BUPa3HOIO
(6inpire Hixk 30 Ha OIHE TIONIE 30PYy BEIHMKOTO 301IbIICHHS
(x40). IgG4 BUSBIIEHO IUIIXOM IMYHOT1CTOXIMIYHOTO JIOCITi-
JUKSHHS 3 TIPOBEICHHSM HaIliBKUIBKICHOTO OI[IHIOBAaHHS Ta
MophoMeTpruyHOro miapaxyHky [gG4 No3UTHBHUX I1a3Ma-
THUYHHX KIITHH — MHO)KUHHI TPAHYJISIPHI JIETIO3UTH B TYOY-
JISIpHIH 0a3anbHIi MeMOpaHi, HOMIPHO BUPAXKEH] JICTIO3UTH
B CIIiTeNii KaHAIBIIIB 1 TTOOAMHOKI TPAHYJISAPHI ETIO3UTH Y
IOMepyISIpHil Oa3ayibHIi MeMOpaHi y 4 BUMaaKax.

Cepel iHIIKX TICTOJOTTYHUX O3HAK: MIOTOBIICHHS ITIOME-
pyIsTHEX 0a3adbHUX MeMOpaH, TIIOMEPYIOCKIePO3, aTpodis
KaHaJIBIIIB BiJ CTAOKOi 0 BUPA3HOT, IHTEPCTUITIHE 3araieH-
HS1 3 IPEBAJIIOBAHHSM IUIA3MOLUTIB 1 IIMQOIHUTIB y 1HD1Tb-
TpaTi, inTepcTULiiHIN (iOPO3 BiJl CIAOKOTO 10 BUPA3HOTO.

[HIIi iIMyHOTICTOXIMIYHI TaHI MICTHIIH Pi3HOTO CTYTICHS
BupasHocti aenosuuito 1gG, IgM, IgA y kinyboukax, Ka-

HAJIBIISIX Ta IHTEPCTHILIT, @ TAKOXK (pakiii komruiementy C3
B 0azanpHiit MeMOpaHi KaHaJIbIIIB.

3a monepeAHiMH JiarHOCTUYHUMHU Ta MOP(OIOTTYHUMHU
JAaHUMH, Y 4 TIAIIEHTIB JiarHOCTOBaHO MEMOPaHO3HUH TIT0-
MepynoHehpuT (MeMOPaHO3HY TIIOMEpYJIomnarito) (OauH i3
HUX — Jronyc-Hedpur kiace V), y 6 HalieHTiB — Me3aHrio-
nposidepaTuBHUil roMepynonedpuT, y 2 naiieHTis — ¢o-
KaJIbHO-CErMEHTapHUH IIIOMEPYIIOCKIepPO3 Hecneru(piaHOro
TUMy Ta | MamieHT — i3 XPOHIYHMM Me3aHTIOKaIiIsIPHUM
[IIOMEPYJIOHE(PPHUTOM 13 BUPA3HUM TyOYJI0-1HTEPCTHILIHHUM
KOMITOHEHTOM.

BucHoBknu

1. BusiBnenns mapkepa 1gG4 y 8 % narmienTis cepen 162
BUIIAJIKIB y HUPKOBUX 010NTaTax MOXKE CBITYUTH ITPO HAsIB-
HicTh [gG4-1I0B’ 13aHUX/0TTOCEPEAKOBAHHX 3aXBOPIOBAHD Y
UX narieHTiB. Hamu odikyeThest po3mupeHHs matoMopdo-
noriynoi 6a3u 1gG4-1oB’s13aHUX 3aXBOPIOBAaHb, 30KpeMa 3
YpaKeHHSIM HUPOK JITsl BU3HAYECHHSI KiTacH(piKaI[ifHIX 03HAK
I[LOT'O MATOJIOTIYHOTO CTaHYy.

2. 3a CTaTUCTUYHUMH JaHUMH, 110 OTPUMAaIIH, MOXKHA
BHU3HAYNUTH TOTEpeHI KIiHIKO-MOp(hoIoridHi Kpurepii
ypakeHHsT HUPOK 3a HasBHOCTI [gG4-mo3uTnBHNX CyO-
CTpariB, a I1e Ha/IaCTh MOXKJIMBICTD iIXHBOT'O BUKOPHCTAaHHS
JUIsl OOTpYyHTYBaHHS CTBOPEHHSI BIAMOBITHOT Kiacu(ikarii.

3. Ha migcraBi kimiHiKo-11aroMOp]oJIOTiYHUX 3iCTaBICHb
PO3IIMPEHO PO3YMIHHS ITPO YpaXKEHHsI HUPOK Ta 1HIIHUX Op-
raniB npu [gG4-110B’s13aHNX 3aXBOPIOBAHHSX Y TO3UTHBHUX
TIAIi€HTIB 1 3aIIPOITOHOBAHA MOXKIIMBICTB JAJIBIIOTO MOHITO-
PHHTY 3 MOXKJIMBICTIO BCTAHOBJICHHS HOBUX IIPOTHOCTHYHUX
IHJIEKCIB.

IlepcnexkTUBY NOAANBIIUX AOCTIIXKeHb. [l OTpUMaH-
HSl HQAIHHIIIMX pe3yJIbTaTiB CIIi/I MPOJAOBKHUTH CKPHHIHTOBE
JIOCTI/DKeHHsT O10NTaTiB HUPOK Ta IHIIUX OpPraHiB, KOTpi
3aly4eHi IO MATOJIOTIYHUX 3MiH, 3IIHCHEHHS KITiHIKO-TIa-
TOJIOTIYHOTO 3iCTABIICHHSI Ta CTBOPEHHS Haajl MaroMop-
¢onoriunoro peectpy 1gG4-moB’s3aHUX 3aXBOPIOBaHb.
CTBOPIOBaTUMYThCS IPAKTUYHI JIIarHOCTHYHI PeKOMEHatii
JUTSL CBOE€YACHOT MiarHOCTUKU [gG4-1ToB’I3aHUX 3aXBOPIO-
BaHb B YMOBaXx KIIHIKH.

Konguaikr inTepecis: BigcyTHiil.
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