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Pesome

MpepncTaBneHbl KpaTkuii 0630p 1 onvcaHve ABYX K-
HUYecKux HabnogeHnin 1gG4-cessaHHOro 3aboneBaHuis:
nepBoe — C MOPAXEHNEM JETKMX U CIIIOHHBIX »Kenes,
BTOpOE — C MOPaXeHWeM ferkmx, coyeTamlmmcs C
MOCTKOBVAHBIMM  U3MEHEHUAMWU W AMArHOCTUPOBAH-
HbIM KIIMHMYECKM Kak HoBooOpa3oBaHue. Bepudrkauus
IgG4-cBA3aHHOro 3aboneBaHWsA, KOTOPOe XapaKTepusy-
€TCA CTePeoTUNHBIMU KNUHUYECKNMIW NPOABAEHUAMN, 3a-
TpyaHAWUMN guddepeHUranbHyo QUarHOCTUKY, cTana
BO3MOKHOW Gnarofiaps rmcTonornyeckoMmy v MMMyHOr -
CTOXVUMMYECKOMY UCCNeoBaHMSAM OMOMCUMIHOIO 1 one-
PaLMOHHOro MaTepuriana C/IoHHbIX »Kenes u nerkux. MNpu
3TOM 6bINN NCNONb30BaHbl AMarHOCTUYECKUe KpUTepuu,
pa3paboTaHHble ANOHCKMMM aBTopamu B 2019 r. O630p
nuTepaTypbl M COOCTBEHHble HAGNOAEHVA MO3BONWAN
cunTatb, uTo |lgG4-cBA3aHHOe 3aboneBaHMe C nopaxe-
HVEeM Nerkmx W CIIIOHHBIX Kene3 npeacrasniseT coboi
peanbHO CyLEeCTBYIOLLYO, HO PeAKOo AUArHOCTUPYEMYLO
dopmy maronaTmyeckoro Gprbpo3a pasnnyUHbIX OpPraHoB
1 npexze Bcero nHeBmodunbpo3a. OCHOBHbIMY METOAAMMA
AmnarHocTuky IgG4-cesazaHHOro 3aboneBaHyA, MMeLLMI
BbICOKYIO CMeundUYHOCTb, ABMSAIOTCA MUMCTONOMMYECKUI
N UMMYHOTFUCTOXMMUYECKMI € aHTuTenammn K CD138, 19G,
IgG4 n mopdometpurei. OHM MO3BONAT OOHAPYXUTb
MacCC/BHYIO MHOUIbTPaLUMIO TKaHu numdouuTamu, 303u-
Hodunamm 1 nnasMoumTamy, SKcnpeccupywmmm 1gG4,
B COYETaHuK C 0bnuTepmpyowmmmn pnebrtamu.

KnioueBble cnoBa: |gG4-cBa3aHHOe 3abonieBaHue, ner-
Kune, dnbpos, MUMMyHHasA rMCTOXMMMUA
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Summary

A brief review and description of two clinical cases of an
IgG4-related disease are presented, one with lung and
salivary glands involvement, the other with lung involve-
ment associated with post-COVID changes and diagnosed
clinically as a neoplasm. Verification of an IgG4-associat-
ed disease, which is characterized by stereotypical clinical
manifestations that make differential diagnosis difficult,
became possible due to the histological and immunohis-
tochemical study of biopsy and surgical specimen of the
salivary glands and lungs. Diagnostic criteria developed
by Japanese authors in 2019 were used. Literature review
and own observations made it possible to assume an
IgG4-associated disease affecting the lungs and salivary
glands a real-life, but rarely diagnosed form of idiopath-
ic fibrosis of various organs, primarily pneumofibrosis. In
the IgG4-associated disease the main diagnostical meth-
ods with high specificity are histological and immunohis-
tochemical ones with antibodies to CD138, IgG, IgG4, and
morphometry. They allow to detect massive infiltration
of tissue with lymphocytes, eosinophils, and plasma cells
expressing IgG4, in combination with obliterating phle-
bitis.

Key words: IgG4-associated disease, lungs, fibrosis,
immune histochemistry
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BBepeHme

NmmyHornobynvHbl G nprHMMaloT akTUBHOE yyacTume
B Pa3/INUHbIX UMMYHOJSIOFMYECKMX peakumax 1 nopgpas-
JendaTca Ha yeTbipe nogknacca: IgG1 (KoHueHTpauusa B
CbIBOPOTKe KpoBu B3pocbix 300 mr/gn), IgG2 (50 mr/gn),
IgG3 (25 mr/gn), IgG4 (1 mr/pn).

B nocnepHee Bpems 6Grnarofaps MHOMOUMCIEHHbIM
paboTamM AINOHCKMX aBTOPOB MOSIBUIOCH MHOIO MHQOpP-
Maumm ob ngronatnyeckux ¢prubposax pasnnyHbIX opra-
HOB, B TOM YKCJIe U NIErKM1X, acCOLMNPOBAHHbIX C NOBbI-
LWEeHHbIM CuHTe30M IgG4, MacCMBHOM WHPUNIbTPaUMEN
TKaHen nnasmounTamu, numboLmTamu, 303MHobUIamMmn 1
obnutepupywmmmn epnebutamu [1-3].

CnctemHoe 3aboneBaHve MMeN0 MHOFO Ha3Ba-
Hu: 1gG4-cBA3aHHOe CKiepo3supylollee 3aboneBaHue,
IgG4-cBA3aHHOE ayTOUMMYHHOe 3aboneBaHue, IgG4-ces-
3aHHOe cucTemMHoe 3aboneBaHue, |lgG4-accounmpoBaH-
HbI MynbTUQOKaNbHbIM CUCTEMHBIA GUOPO3, cUcTem-
Hbln |gG4 nnasmoumnTapHbI cuHapoMm, |gG4-cBA3aHHbIN
MYNbTUOPraHHbIA TuMdonponndepaTUBHbI CUHLPOM.

B HacToALLee BpemAa peKoMeH[0BaHO UCMOMb30BaTh
TepMuH «lgG4-cBA3aHHOe 3aboneBaHue» unu «prubpos,
accoummpoBaHHbIn ¢ lgG4» [4].

lpynna ANOHCKMX yueHbix [5] Bbigennna cnegyolyme
OCHOBHble nposBneHuns |gG4-cBazaHHOro 3aboneBaHuA:

+ HanMuue y3/oBblX rMNepnaacTUYeCcKnx NpoLeccoB
B Pa3/IMYHbIX OpraHax, BO3HMKAIOLWMNX CUHXPOHHO
UM B pasHble NPOMEXYTK/ BpemeHu. Yactoe no-
paXkeHue NogKenyqoyuHOM »Kenesbl, XeayHbIX Npo-
TOKOB, CNE3HbIX M CIIOHHbIX Xefe3, WUTOBUAHOM
Xenesbl, Ierkux, NeYeHn 1 noyek;

+ BblpaxeHHaAa nHouNbTpauma numdoumtamu, IlgG4+-
nnasMaTmyeckumm Knetkamu, pubpos n obnutepu-
pytowunin Gbnebur;

+ 33aBUCUMOCTb MOPAKEHNA KOHKPETHOrO opraHa ot
CTeneHu KeToUHOM MHGUNbTpauun n ¢rnbposa;

+ 3QPeKTMBHOCTb OT Tepanuu FIKOKOpPTUKOMaa-
mu [6].

Hanbornblee KonM4yecTBo MCCNEROBAHUI MO U3yye-
HMIO, HaNpVMep, a3yTOMMMYHHOIO NaHKpeaTuTa npoeee-
HO AMOHCKUMM yY€eHbIMM, MO UX JaHHbIM 3a00/1eBaemMoCTb
|gG4-cBA3aHHbIMY 3aboneBaHNAMN cocTaBuna 0,8 cnyuas
Ha 100 Tbic. yenosek [7, 8].

STnonorua n natoreHes 3abosieBaHUA M3y4yeHbl He-
[OCTaTOUHO.

Mo pe3synbTataMm MCCNefoBaHWN, pa3BUTUE VMMYH-
Horo oTBeTa npwu lgG4-cBAzaHHOM 3aboneBaHNM accouu-
MPOBaAHO C Pa3fIMYHbIMK ayTOAHTUreHaMu, TakKUMU Kak
NPOXUOUTUH, NAMUHVH 511, ranekTuH 3 1 aHHeKcnH A11,
WX C HapYyLUEHNEM MMMYHONIOFMYECKOW TONIePaHTHOCTU
[9-11]. OgHaKo ponb ceKpeTnpyeMbixX MiasMaTUyecKumm
Knetkamu lgG4 aHTMUTen B pa3BUTUKN BOCManeHNa ocTaet-
CA HeAcHON. TMNoTeTUYeCcKy aHTUTeNa MOryT y4acTBOBaTb
B 06pa3oBaHNM UMMYHHbIX KOMIMJIEKCOB U YCUIMBATL MO-
BpeXJeHue TKaHel 3a cYeT akTuBauum komnnemeHTa [12].

OunarHo3 1gG4-cBaszaHHoro 3aboneBaHus cnegyet
npegnonarate nNpu nobom mngrnonatnyeckom ¢Grnbposu-
pyloLlem npouecce, B ciyyae nobON BOCNANUTENbHON
NnceBAOOMYXONN U APYror NaTonorny, CBA3aHHOW C pe-
napaTvBHbIMY, UHOEKLMOHHBIMY 11 HEOMMACTUYECKMU
3aboneBaHuAMN.

Pa3BuTune 3HaunTenbHoro ¢prMbpo3a NPUBOANT K ANC-
bYHKLUM NOPaXKeHHbIX OPraHOB 1 ieNiaeT HEBO3MOXHbIM
naToreHeTUYeckoe fieyeHre, HanpaBneHHOe Ha CHUKe-
HUe N1 HOPManr3aLmMIo MapaMeTPOB, XapaKTEPHbIX AnA
IgG4-cBA3aHHbIX 3aboneBaHuin. bonee Toro, 3HaUNTENBHO
BblpaXeHHbI GrbPO3 Upe3BblYaNHO 3aTPYLAHAET U MOP-
donornyeckyto guarHoctnky lgG4-ceasaHHoro 3abone-
BaHWA, KOraa cpeamn Gpubpo3Ho COeaNHUTENIbHON TKaHW
BCTpeyvalTcA Nuwb oTaenbHble lgG4t-nna3maTuyeckue
KneTKu.

Tepanus IgG4-cBsizaHHOro 3ab051eBaHNA He MEET Ha
CerofHAWHNA AeHb YeTKMX 06OCHOBaHHbIX peKoMeHAa-
LWiA, TaK KaK OMbITa JIEYEHNs, OCHOBAHHOIO Ha OOJIbLLIOM
KonuuyectBe HabntopeHwid, HeT. B nepByt ouepenb Ha-
3HaYaTCA MMIOKOKOPTUKOWADI, TaK Kak pe3ynbTaTbl paga
nccnefosaHuin [13] ykasblBaloT, UTO AIUTeNIbHOE NeyeHne
3TVMU NpenapaTaMy COMPOBOXKAAETCA bonee HM3KOM Ya-
CTOTON 060CTPEHMI, 3HAUNTENBHBIM CHUPKEHUEM YPOBHSA
IgG4 B CbIBOPOTKE KPOBU, YMEHbLUEHEeM MHOUNbTPALMK
nnasmoumtamu u numdoumtamu. na naumeHToB ¢ peuu-
AVBUpYOLWMM U pedpakTepHbiM TeveHnem lgG4-ces-
3aHHOro 3abosieBaHUs 0GOCHOBAHHBIM MOXET OblTb WC-
nonb3oBaHMe PUTYKCMMaba — MNPOTMBOOMYXOEBOrO
npenapara U3 rpynmnbl MOHOKIOHAJIbHbIX aHTUTEN, CBA3bI-
Batoweroca ¢ CD20-aHT1reHOM Ha NOBEPXHOCTM HOpMaJib-
HbIX I MaNIMTHU3UPOBaHHbIX B-numdounTos. Takke cTont
YMOMAHYTb UrypaTUMoOf — MPOTMBOBOCMANUTENbHDBIN
HU3KOMOJIEKYNAPHBIN MpenapaT, UCNob3yemMbli BMECTO
MeToTpeKcaTta B AnoHun 1 Kntae ana neyeHms peBmarto-
naHoro aptpuTa. MiccnefoBaHua nokasbiBalT onpasaaH-
HOCTb MPUMEHEHMA 3TOro npernaparta NpW JIOKanbHbIX
dopmax IgG4-cBA3aHHOro 3ab60neBaHUA B KauecTBe MeTo-
[a NeYeHns Npu peLyanBupytoLem TeueHn 60ne3HN nnm
KaK JOMOJIHEHME K Tepanuu roKoKopTukongamm [14].

AnarHocTnyeckne Kpurepumm

B 2019 r. skcnepTtamun EBponenckon aHTUpeBMaTu-
yeckow nuru (EULAR) n AMepuKaHCKOM Konnernm peema-
Tonoros (ACR) 66111 NpeanoxeHbl KnaccudrkayMoHHble
Kputepun lgG4-cBazaHHoro 3aboneBaHus (tabnuua).

KnnHnuyeckne npu3Haky, BbICOKO 3HauuMMble Ond
anarHoctukmn lgG4-casaHHbIX 3aboneBaHWii, XapakTe-
pUV3yIOTCA NpeXkae BCero CUMMETPUYHBIM YBENYEHNEM
CNe3HbIX U/ OKONOYLLUHbBIX Y NOAYENOCTHBIX CIIIOHHbBIX
xenes.

MopakeHne NOAYENIOCTHBIX CJIIOHHBIX »Kernes u3-
BECTHO AaBHO Mof Ha3BaHmem onyxonu KioTHepa wunu
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Tabnuya

KnaccudpukauumoHHble kputepum lgG4-cBasaHHoro 3a6onesaHus, npeanoxeHHbie EULAR/ACR [15]

Kputepuu OueHka B 6annax

LUAT 1. Kputepuu BKNHOYEHUSA: XapaKTepHbIe KIIMHUYECKIE MW PEHTTEHON0rMYECKIe MPU3HAKI NOPAXKEHNS CIIIOHHBIX, CME3HbIX Xenes,
Nerkux, NoYeK, PeTponepuTOHEaNbHOr0 NPOCTPAHCTBA, LUMTOBUAHOI XXenesbl, TBEPAO MO3rOBOi 060104KI MK NTUMAONNASMOLNTAPHBINA
UHMUILTPAT HEACHON 3TUONOTN B YKa3aHHbIX OpraHax

AT 2. Kputepuu UcKnioYeHus.

KnnHmnyeckmne: nMXopaaka, 0TCyTCTBME 3dhdeKTa OT MPUMEHEHNS THOKOKOPTUKOUI0B.

JlabopatopHeie: neikonexns, TpoméoumToneHus, ao3uHodunus, AHLA, aHTn-Ro, aHTn-La, aHTn-Sm, aHTu-Jo, aHTu-Scl-70 u gpyrue cneuu-
(huyeckne aHTuTeNa, KPUOrnobynuHsl.

PeHTreHonorn4eckue: NPU3HaKkm MHAEKLMOHHOM0 UM OHKOMOrMYECKOro NpOoLecca, BKIYatoLme opmMmpoBaHne NonocTen, HeKpo3a,
MPU3HaKOB 9K30(PUTHOrO pocTa U T.4.

JarHHble CBETOBOM MUKPOCKOMMM: NPUSHAKN MAnMrHU3aLnn, BOCNANUTENbHON MUOGMOPOBAACTHECKON OMYXO0MM, HEKPOTU3MPYIOLLEro BaCKy-
NNTa, rpaHyneMaTo3Horo BOCNaneHus, MakpodaranbHO-rucTMOLMTApHO! MHADUILTPALNN.

LononHutesnibHble KpUTEpUU UCKIIH0YeHs: 60ne3Hb Kacnemana, BoCnanuTesibHoe 3a601eBaHIe KULLEYHIKA (eCiu J0Ka3aHOo BOB/IeYeHe
NaHKpeaTobunnapHoro TpakTa), TMPEOUANT XalnMoTOo (B TOM Cly4ae, ecriv ABASETCS eANHCTBEHHBIM NPOSBIIEHNEM)

LLAT 3. CBeToBas MUKpPOCKONUA

HenHhopmaTtueHas 6uoncus 0
MnoTHbIA NUMOLUTAPHBIA UHAUABTPAT +4
[noTHbIA NUMOLUTAPHBIA UHAUILTPAT U 06NUTEPUPYIOLLMIA (hnebut +6
[NOTHBIA NUMOLUTAPHBIA UHAUILTPAT W cNUpaneBuaHbIA GUOP03+06IUTEPUPYOLLUIA TPOMEOGIEOUT +13
WmmyHorucToxumus

OtHowueHue 1gG4+/IgG paBHo 0-40% 1 4ncno lgG4+-kneTok B none 3peHuns — 0-9 0
OTHowweHwe 1gG4+/1gG =41% v 4ncno 1gG4+-kneTok B none 3peHnss — 0-9 unn otHoweHwne 1gG4+/1gG 0-40% n yucno +7

IgG4+-kneTok B none 3peHns =10

OtHoweHne 1gG4+/1gG 41-70% v uncno |gG4+-knetok B none 3peHus =10 unu otHowweHue 19G4*/IgG =71% 1 yucno +14
IgG4+-kneTok B none 3pexus 10-50

OTHoweHwe 1gG4+/1gG =71% w 4ncno 1gG4+-kneToK B none 3peHns =51 +16

KoHuenTpaums IgG4 B CbIBOPOTKE KPOBU

ccnenoBaHue He NPOBOANOCH UMW KOHLLEHTPALNS B HOpMe 0
[lo 2 Hopm +4
2-5 HopM +6
bonee 5 Hopm +11

[1BycTOpOHHEE NOPaXeHHe cnesHbiX, 0KONOYLUHbIX, NOAbA3bIYHbIX, NOAHMKHEYENHOCTHBIX CIHOHHLIX Xenes

HeT nopaXKeHns CNe3HbIX U CIIKOHHbIX Xene3 0
[TopaxeHue 0HON Napbl Xenes +6
MopaxeHue aByxX 1 6onee nap xenes +14

[pynuas knetka

06cnenoBanme He NPOBOAMIOCH 0
lMepnbpoHXManbHble 1 cenTanbHble YTOMLLEHNS +4
[TapaBepTebpanbHoe MATKOTKaHHOE 06pa3oBaHune +10

MopxenyaoyHas Xenesa v XenyHble nyTH

iccnenoBaHue He NPOBOAMNOCH 0

HudbdbyaHoe yBenuyeHne NoLKeNya04HON Xenesbl +8
OudbdbyaHoe yBennyeHne NoMKeNya04HO »Xenesbl 1 KancynoobpasHoe YTOLLEHNE CO CHUKEHHO 9X0reHHOCTbH0 +11
OnucaHHoe BbiLLE NOPAXEHUE NOMKENYA0HHON XeNe3bl 1 BOBNEYEHUE BUNNAPHOro TpakTa +19
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OKoHYaHue mabauybl

Kputepuu OueHka B 6annax

Mouku

lccnenoBaqme He MpoBoAMOCH 0
TunokomnnemeHTeMns +6
VYTONLLEHNE MOYEYHON IOXAHKN UK HANIM4Ne MATKOTKAHHOro 06pa3oBaHus +8
[MN03X0reHHbIe y4aCcTKM B KOPKOBOM CJ10€ NMoYeK +10
PeTponepuToHeanbHoe NPocTPaHCTBO

iccneoBaHne He NPOBOAMNOCH 0
OudbdpyaHoe yTonLLeHne CTEHKN a6A0MUHANBHON a0pPThbl +4
MsrkoTkaHHOe 06pa3oBaH1e BOKPYr N0AB3A0LLHbIX apTepHid UK aopTbl +8
LWAT 4. [InarHo3 IgG4-cBsi3aHHOr0 3a60neBaHKs NOATBEPXAAeTCs npu 06Lieid cymme 6annos =20

XPOHMYECKOro cKneposupytouero cranogeHuta (XCC).
M3onmpoBaHHO 1 BMecTe C NogYetoCTHbIMU MOTYT Mo-
pa)kaTbCA M OKOMOYLLHbIE CIIIOHHBIE Xese3bl. 3aboneBaHne
valle BcTpeyaetca y MyxumH. XCC xapaktepusyeTca npo-
rpeccrpyioLwmm nepuayktanbHbeim ¢ubposom, opmupo-
BaHMEM NUMPonIHbIX GONNMKYNOB, PaclMpPeHnemM Npo-
TOKOB, MacCCMBHOW MNasMOUUTapHON WHOUbTPaUMen,
cKnepo3supywum Gnebutom n atpodrien aunuHycos.

Mpy ofHOBPEeMEeHHOM MOpaXeHWW CNe3HbIX U OKOo-
NOYLLHBIX CIIIOHHBIX »KeJie3 NpoLecc Ha3biBaloT 60Me3HbIo
Mwukynuua. boneioT B OCHOBHOM >KEHLUMHbl CpefHero
Bo3pacTa. [1py 3TOM HMKOrfa He PasBMBaOTCA CyXOn Ke-
PaTOKOHBIOHKTUBUT U NapeHXMMaTO3HbIN NapoTuT. B xe-
ne3ax oTMeyYaeTcs BblpaXkeHHan numdonnasmounTapHas
nHOUNBbTPaLMa ¢ 6onbluMM Konuuectsom |gG4+-KneTok.
XapakTtepHo obpa3oBaHue ponnmkynos n MALT-cTpyKTy-
pbl. JlumdbosnutennanbHble obpasoBaHusa He Gopmupy-
t0TCA 1, B oTAnYMe oT apyrux lgG4-cBasaHHbIX 3aboneBa-
HWI, HUKOTJa He pa3BuBaeTca Grbpos3.

Pa3BnTMe ayTOMMMYHHOro naHkKpeaTuTa, BOCNanu-
TesfibHOW nceBgoonyxonu 1 6onesHn KacnemaHa Takxke
MOTYT yKa3blBaTb Ha IgG4-cBA3aHHOe 3aboneBaHue [16].

MaTonornyeckasa aHatomus
IgG4-cBA3aHHOro 3aboneBaHus

«30/10TbIM CTaHAAPTOM» MOPPONOrNMYECKON ANarHo-
CTUKM [4], KaK yKa3blBanoChb Bbille, ABNAIOTCA:
1) Hannume nHGMNbTPaTa, NpeacTaBNEHHOTrO NMMPO-
UMTaMU 1 Maa3MaTMYeCKUMU KneTkamu, 6onbluas
YyacTb KOTopbIX coaepxut lgG4, n 3o03nHodrnamu;
2) cnupaneBuaHbi drnbpos (storiform fibrosis);
3) obnuTepupyowmin  Gnedbut (Bo3moxkeH ¢nebuT
6e3 obnuTepaumy NpocBeTa COCyioB).
Monynauna nMMeoLUTOB B OCHOBHOM MNpeacTaBie-
Ha T-numdounTamm, KoTopble anddy3Ho pacrnonaratoTca
MeXZy MnasMaTUYeCcKUMU KNeTKaMm.

Ona puarHoctukn 1gG4-cBA3aHHoOro 3aboneBaHusA
HeobXoAuUMO  MpoBefeHVE  VIMMYHOTMMCTOXVIMUNYECKO-
ro uccnegoBaHUA C UCNonb3oBaHeM aHTUTen K CD138,
CD3, 19G, IgG4. Hannume 10 n 6onee IgG4-nonoxntenb-
HbIX MNa3MaTMyYecKUX KNeToK B rnone 3peHuda npu 6onb-
wom yBenuuyeHum (x400) w/unn BenMuyMHa OTHOLUe-
HUA 1gG4-3Kkcnpeccpyowmx nnasmaTUYecknx KreTok
K lgG-akcnpeccmpyolWwM nnasmMaTUYeckum  KneTkam
(uHpekc 1gG4+/IgG) 6onee 40% KNeTok NMO3BOMAET AMa-
rHoctupoBaTb lgG4-cBA3aHHOe 3aboneBaHue. Mccnepo-
BaHuve D. Dhall n coasT. [17] nokasano, uto npu obHapy-
XeHuwn 6onee 50 IgG4-NO3NTNBHBIX KNETOK B NoJie 3peHuns
npu ayTOMMMYHHOM MaHKpeaTUTe YyBCTBUTENIbHOCTb CO-
cTaBnset 84%, a cneyndryHocTb — 100%.

Ona IgG4-cBsizaHHOro 3aboneBaHMA XapaKTEPHO
pa3pactaHne coefuMHUTENbHON TKaHW, paguanbHO pac-
XOAsALENCca OT LeHTPa 1 MOTPYXEHHON B NMMdOonIasmo-
uuTapHble MHGUABLTPaTbI. ITOT B GPMbPO3a CpaBHMBAIOT
C KOJIeCOM WS BUTKOM CIPanu, LUpKynapHbim Grubpo-
30M, NpefCTaBAeHHbIM KOPOTKMMM M3BUTBIMU BOJTOKHa-
MK KomnareHa 14 Tuna, cpefn KOTOPbIX ornpenenAanTca
obnutepupyolme Gnedbutbl pa3HON CTEMEHN BbIPAXKeH-
HOCTU € nuMdOoUUTaMU 1 NAA3MATUYECKMUN KNeTKamu,
HaxoAALWMMUNCA KaK B CTEHKe, Tak 1 B NPOCBeTe cocyaa.
MoryT BCTpeyaTbca BeHbl C MONIHOCTbIO UM YaCTUYHO 06-
JIUTEPUPOBAHHBIM MPOCBETOM.

IgG4-cBA3aHHOe 3aboneBaHMe — aKTyasibHasa Mpo-
6remMa B KIMHWYECKOWN MPAKTUKE MHOTVX CreunanbHo-
CTen, B TOM Yuncse v nynbMoHonoruu. lMopakeHne nerkmx
npu lgG4-cBsazaHHOM 3aboneBaHUN TOJIbKO B NocC/ieHee
BpeMsa CTano MpuvBieKkaTb BHUMaHue Gnarogapsa Bblge-
NEHUNI0 ero 13 rpynnbl NAMONATUYECKOrO NeroYHoro du-
6po3a. BcTpeualoTcsa eguHNYHbIE AEMOHCTPALUN CllyYaeB
60JIbHbIX C MHTEPCTULMANIBHOWN MHEBMOHUEN, MPUKOPHe-
BOW ageHonaTtuen. Kak npaBuno, B 60MbLUINHCTBE CNyYaeB
IgG4-cBA3aHHOe 3aboneBaHMe C BOBNEYeHNeM B npoLecc
NerKuX oNIMTeNibHoe BpeMs NpoTeKaeT Moo 6eccumnTom-
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HO, nmbo ¢ HeCI'IeLI.VId)I/I‘—IECKVIMVI NMpur3HakKaMu, TAaKNMWN Kak
CyXOW Kallenb, OAblllKa, KPOBOXapKaHbe, HEMOHATHble
owyueHns B rpyaHoin knetke. C HapactaHuem ¢ubposa
BCE 3TV CUMNTOMbI ycunmBatoTcaA. B npoLiecc foctaTouHo
YacTo BOBMEKAETCA BUCLepanbHas nnespa.

YunTbiBasA HEMHOIrOYNCIEHHOCTb HabNOAEHNIA B OTe-
YeCcTBEHHbIX NMEPUOANYECKUX W3JaHWAX, Npeanaraerca
onucaHve aByx ciyyaeB |gG4-cBsizaHHbIX 3a00eBaHUN C
noparkeHnem nerkux.

KnuHuyeckne npumepbl

Ha6niogenue 1. b-Hoin K., 54 ropa. C mapTa no aBryct
2015 r. Haxogunca B Alkumpe.

OceHbto 2015 r. oTMETUN NOABNEHME 1ACTUYHBIX HO-
BOOOPa3oBaHWI NOS HUXKHEN YentocTblo. BbiaBneH fBy-
CTOPOHHUI CUANOAAEHNT MOAHUKHEYENIOCTHBIX CJTHOH-
HbiX »ene3. B anpene 2016 r. npon3BeaeHO yAaaneHue
06enx MOAHWKHEUENMIOCTHBIX CJIIOHHBIX »Kenes. ucro-
nornyeckoe 3aK/yeHne: XPOHUYECKUA CUanoageHuT
BHe 060CTpeHuA. FncTonornyeckue npenapatbl CIIOHHbIX
»enes OblIV HanpaB/ieHbl Ha KOHCY/bTALMIO 1 MePecMmo-
TpeHbl Ha Kadeape naTonormnyeckor aHatomum NCN6rMy
M. akag. W.I1. Masnosa. [poBegeHbl NMMYyHOTMCTOXUMUA-
yeckme peakuun ¢ aHtutenamm K CD138, CD3, I9G, IgGA4.
NHpekc 1IgG4*/IgG4 coctaBun 6onee 70% 1 06HapPY»KeHO
6onee 10 IgG4*-kneTok B none 3peHus, YTo NO3BONUIIO
caenaTb 3aKlOYeHne: XPOHUYECKUI CKIepo3npYoLWnia
cnanopeHut (onyxonb KioTHepa) — IgG4-cBaA3zaHHOe 3a-
6onesaHue (puc. 1).

Tak»ke oceHbto 2015 r. naUuneHT OTMEeTUN NosBNEHNe
He3HAUMTENbHON OABIWKA NpU GU3NYECKON Harpyske,
paHee XopoLlo nepeHocnmoi. BeinonHeHa ¢niooporpa-
duvA, NpU KOTOPOW MATONOrMYECKUX U3MEHEHWIA He Bbl-
ABneHo. B Hauane AaHBapAa 2016 r. oTMeyeHbl NoABNEHNe
6oneli B ropne, HapyLieHue rnotaHus. B xoge obcneposa-
HWNA BbIAABJIEH Nape3 rofioCoBO CBA3KM, MaLUeHT rocnu-
TanusnposaH B JIOP-oTgeneHune, rae 6oina 3anofospe-
Ha MHEBMOHMA U HauyaTa aHTMOAKTepuasnbHas Tepanus
C NONOXUTeNbHbIM 3$deKToM. B panbHenwem B CBA3N
C KINHNYECKUMWN MPOABNEHUAMN N AAHHBIMU KOMIbHO-
TepHon Tomorpadum Obinn 3anofo3peHbl TybepKynes
W MHTEpPCTULManbHoe 3aboneBaHue nerkux. MauneHt
B AaNibHellem Habnoganca B NpoTUBOTYOepKyne3HOM
ZVCnaHcepe, nonyyan Tepanuio ex juvantibus — 6e3 3¢-
dekTa. InarHo3 TybepKynesa 611 NCKIOYEH.

MNMopn obLei aHecTe3neln NpPonsBeaeHbl KpaeBas aTu-
NMYHaA pe3ekuusa naTepanbHOM YacTh 9-ro cermeHTa
npaBoro nerkoro n 6roncua numdartmyeckoro ysna cpe-
LOCTeHUA.

Mpn MUKPOCKOMMYECKOM WKCCefoBaHMM BblABMIEHDI
Tpy cybnneBpanbHbiX PpparmeHTa TKaHW NEerkoro MoHuW-
YEeHHOW BO3[YLHOCTA C OQHOTUMHON MOpPdONornyecKo
KapTuHon. Onpenensnvcb nons BblpaXkeHHOro ¢ubposa,

QTIII3I/IanVIiI, nysibMoHonorna

Puc. 1. HabnoaeHne 1. Moa4entocTHas cntoHHas xenesa. Auddys-
Hbli CKNepo3upytoLniAi cnanoaaeHnt. Okpacka remaToKCUIMHOM 1
3031HOM, *x350

Puc. 2. HabntopeHue 1. Jlerkoe. XaoTuyHoe paspactaHue mbposHoii
TKaHW. JndpdoyaHas MHGUAbTPALUS NNasmMaTUyecKUMK KneTkamn u
numdoumntamu. Okpacka remMaToKCUMHOM W 303MHOM, X350

npenCcTaBeHHOr o N3BUTbIMM BOJIOKHaMI KOJIareHa, KoTo-
pble 6blnM NorpyeHbl B AMQonnasmoLnTapHbIi MHGUb-
TpaT (puc. 2). BolABnanca otyetnmebii ¢pnebuT ¢ TeHaeH-
uvein K obnuTtepaumun. Bokpyr cocynoB o6Hapy»KuBanochb
cKkornneHve NMMPOoLMTOB 1 6ONbLLIOIO KONMYeCTBa nina3ma-
TUYECKUX KNeToK (puc. 3). YacTb anbBeon Obiia 3anonHeHa
bUbpPUHO3HBIM 3KCCYAaToOM, cofepana 6onbLioe Konuye-
CTBO MEHMUCTbIX Makpodarog. MNpoeegeHo UMX-nccnenosa-
HWe C MOHOKJIOHanbHbIMK aHTUTenamm K CD138, IgG, IgG4,
CD68. B nHounbTpaTe, 0CO6EHHO BOKPYr COCYAOB, Mnpe-
obrnagany nnasmouutsl (6onee 50%), sKcnpeccupylowme
1gG4. npekc 1gG4*/IgG coctasmn 54%.

3aknoueHue. |gG4-cBsi3aHHOe CMCTEMHOe 3aboreBa-
HUe C NopakeHVEeM NErKNX 1 CIIIOHHbIX Xenes.

Ha6nwopeHue 2. bonbHoli K., 49 net.
B anpene 2021 r. nepebonen HOBON KOPOHOBU-
pycHon nHdekumen COVID-19. Yepes Tpu mecaua npu
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Puc. 3. HabntogeHne 1. Jlerkoe. O4aroBble CKOMMEHWS nna3martinye-
CKUX KNETOK, aKcmpeccupytowmx 1gG4, B dombpo3HOM TkaHu. Vimmy-
HOTMCTOXMMWNYECKOE UCCNeA0BaHNe C aHTuTenamm K 1gG4, x350

nposeaeHun KT obHapyxeHO 06pa3oBaHyie B BepXyLUKe
NeBOro nierkoro. PeHTreHonornyeckasa KapTuMHa COOT-
BeTCTBOBana onyxonu. boin ocmotpeH ¢Tusmnmarpom —
JaHHbIX, CBMAETENbCTBYOWNX O TybepKynese, He Bbl-
ABMeHO. Ha KOMMNblOTepHbIX TOMOrpamMmmax 3a nepuog
InHammnyeckoro HabnogexHna c 08.04.21 no 25.05.21
OTMEUEHO YMEeHbLUEeHNEe MPOTAKEHHOCTM U BblpaXKeH-
HOCTN aNbBEONAPHO-MHTEPCTULMANBHBIX U3MEHEHUI
B BEPXHel fone neBoro nerkoro. Ha sTom ¢poHe B rny-
OGUHHbIX OTAenax S,_, BepXHei Lo 1eBOro JIerkoro Bbi-
ABMEH CONMAHO-MHTEPCTULMANbHBIA NHOUABbTPAT pas-
mepamu 2,7x3,1 cm (conngHana yactb fo 1,0 cm, BOKpyr
30Ha «Halo» B BrJe NOHWKEHWA NPO3PaYHOCTL feroy-
HOW TKaHW Mo TUMy «MaToOBOro CTekna»). Bo3gywHocTtb
NEroYyHON TKaHW MOBbILEHa 3a cyYeT aIMPU3emMaTo3HOM
nepectporiku. Ha atom ¢poHe napameamactuHanbHoO B S,
crnieBa — JIoKasibHble GrOPO3HbIE U3MEHEHUS.

MpoXoAMMOCTb TPaxen U KPYrHbIX OPOHXOB He Hapy-
LeHa.

BHyTpurpygHble 1 nopambiieyHble numdatnyeckre
y37bl N0 faHHbIM KT-nccnenoBaHmnA He yBenMyeHbl.

JlerouHan apTtepusa He pacwupeHa. [ledbeKkToB KoH-
TPacTMpPOBaHWA CTBOJIA IEFOYHOI apTeEPUN U ee KPYTHbIX
BETBel He BbIAABNEHO.

KnnHnuecknin gnarHos: Ca S,_, BepxHen Jonn N1eBoro
nerkoro.

Mpn MUKPOCKONUYECKOM UCCNefoBaHNN B yAaneH-
HOW BepxHel [ofe NIeBOro Nerkoro onpeaenaAnTca ABa
ouyara pa3smepamu 1,9%1,2 cm u 1,4X0,5 cm, npefcrasnex-
Hble yyacTKaMu CKnepo3sa, 0bpasyoLlero ceoeobpasHble
«3aBMXPeHnsA» (Tak Ha3blBaembli CrivpaneBugHbli ¢u-
6po3). Cocynpbl ObINN C YTONEHHBIMU CTEHKaMK 3a CYeT
pa3pacTtaHuA COeAUHUTENbHOW TKaHW W BbIpa)KeHHOM
AbPY3HOM 1 0UYaroBom MHGMABbTPALMY Ma3MATUYECKN-
MU Knetkamu (puc. 4). Mo nepndepurm oyaros ckneposa
anbBeonbl ObiNM HEePaBHOMEPHO BO3AYLUHbI, C Yepeno-
BaHMeM aTenekTa3oB, AucTenekras3oB. YacTb npocseTa
anbBeos 3anosiHeHa 6enkoBbIM 303MHOGUIbHLIM Coflep-
XUMbBIM € €AVHNYHBIMU CRYLEHHbIMY afibBeOosIoLUTaMU
CO CBETJIOK/IETOYHOW BUPYCHON TpaHCchopmaLmen 1 mak-
podaramu. Mo xoay anbBeon onpeaensainucb eanHNYHbIE
rmanuHoBble MemMbpaHbl. Pe3Ko Bbipa)keHO NMofIHOKpOBHe
nepubpoHxmanbHbIX COCyaoB. KonnuyecTBo Kanumnnapos
ObII0 3HAUWTENIbHO YBENNYEHO, M OHM 00OpPa30BbIBANU
rycTylo CeTb, OCOOEHHO Cpean AUCTeneKkTasoB. B kanwn-
nApax MeXkanbBeOoNAPHbIX MNeperopofok onpeaenanncb
pasfMYHOM  JAaBHOCTM  FMANMHOBO-3PUTPOLUTAPHbIE
TpomObl (puc. 5). BbISBAANNCD MHOXECTBEHHbIE KPOBO-
U3NMAHNA pPa3HOM AABHOCTWU. [lucTenekrasbl, MHEBMO-
¢1bpo3, HoBoOOGpa3oBaHME COCYAOB, MHOMECTBEHHbIN
TPOMOO03 MeXanbBeoNIAPHbIX KanuIapoB MOXHO OTHeC-
TU K NPOABEHUAM BUPYCHON MHEBMOHUN, acCOLMMPO-
BaHHOM ¢ BMpycom SARS-CoV-2 B cTagumu opraHmsaumu.
[lpoBegeHO VMMMYHOMMCTOXUMUYECKOE UCCrefoBaHne
C MOHOKJIOHanbHbIMK aHTUTenamn K CD138, IgG, 1gG4,
CDe8.

Puc. 4. Habnogenue 2. Jlerkoe. BolpaXeHHbli cnupanesugHblii u-
6p03 C eAMHUYHBIMM NNA3MATUHECKUMU KNETKaMW 1 LLieNeBUAHON
thopmoit coxpaHmsLMxcs anbeeon. Okpacka no BaH [13oHy, x200

Puc. 5. HabnogeHne 2. Jlerkoe. Y4acTku atenekrasa ¢ paclumpeH-

HbIMU MOSTHOKPOBHBIMK cocygamu U mb6po3oM. MHOXECTBEHHbIE

TPOMObI B MeXanbBeonsApHbIX Kanunnsapax. Okpacka remMaToKcuu-
HOM 1 3031HOM, %300
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B kneTkax nHdunbTpaTta npeobnagaet nonoxuTenb-
HafA skcnpeccma CD138, 1gG, IgG4. ngekc IgG4+/1gG4 pa-
BeH 43%. Konnyectso nnasMoLmTOB, SKCNPEeCCUpYoLnX
IgG4, cocTaBumno okono 25 KNeTokK B nose 3peHus (puc. 6).

3aknoueHue. ImmyHodbeHOTMN 1 rucTonornyeckas
CTPYKTYpa B Hanbonbluel cTeneHn cooTBeTCTBYIOT IgG4-
cBA3aHHOMY 3aboneBaHVIO U BUPYCHOW MHEBMOHWN, ac-
coummpoBaHHou ¢ Bupycom SARS-CoV-2 B ctagum opra-
HU3aumn.

O6cyxaeHne pe3ynbTaToB

Ha nepBom npumepe MOXHO NpocneauTb Npaso-
MEPHOCTb AnarHoctukm |lgG4-ceasaHHOro 3aboneBaHmsa B
BMAE OBYCTOPOHHEro nopakeHnsa NoguventoCTHbIX CITHOH-
HbIX »Kenes, B KOTOPbIX Obll 06HapYXeH XPOHUYECKUiA
CKNepo3vpywWmnii cnanoageHntT — onyxonb KioTHepa.
MNpaBunbHasa 1 cBOeBpemeHHaa AuarHoctuka lgG4-csa-
3aHHOro 3a60neBaHMA CIIOHHbBIX Xene3 AoKHa ObiTb Ha-
npasnaoLLen Ana naeHTUGMKaLMm NaTonormyecknx npo-
LleccoB B NIErKux 1 npoBefieHnsa bonee paHHern 6uoncum
Nerknx, KoTopas nossosvia 6bl caenaTb 3ak/yeHne o
Hannuum IlgG4-cBA3aHHOro 3aboneBaHus, IeyeHne KoTo-
poro He TpebyeT onepaTMBHOrO BMeLlaTeNbCTBa.

Bropon npumep ykasbiBaeT Ha C/IOXHOCTb QAwua-
rHocTukM |gG4-cBA3aHHOro 3aboneBaHWA 0YaroBOro
xapakTepa Ha ¢oHe ANPOY3HbIX M3MEHEHUI, OTpaxa-
oWUX NOCTKOBUAHOE peMogennpoBaHme nerkux. Ova-
roBOCTb Mopa)eHua 6bina, OYeBMAHO, BefyLlen B Ana-
FHOCTUKe paka BepxHel Jonu Nerkoro u notpebosana
no6sktomun. B oboux HabnogeHuax ToNbko mopdo-
Nnorvyeckoe MccnefoBaHMe C MCNOJIb30BaHMEM VMMY-
HOMMCTOXMMUYECKMX MEeTOLOB NO3BONMNO onpeaennTb
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Puc. 6. HabntoaeHue 2. Jlerkoe. 3kcnpeccns |gG4-nnasmatnyeckiu-
MU KIeTKamm, udMy3Ho MHOUALTPUPYIOWMMI (DUOPO3HYIO TKaHb.
IMMyHOrMCTOXMMIUYECKOE UCCcneaoBaHue ¢ aHTuTenamu IgG4, x350
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KapTWHY, COOTBETCTBYOLYO AnarHo3y lgG4-ceA3aHHO-
ro 3abonesaHus.

BbiBoabl
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