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KNMHUKO-UMMYHONOrNYEeCKUE BapHaAHTDI
AHLA-accouMupoBaHHOro CUCTEMHOTO
BacKynurta: B3rnfig Ha (peHoMeH
runepnpoaykuun lgG4. 0630p nutepaTtypbl
W cobcTBeHHOe HabnwaeHue

T.B. beketoBa', H.B. Kokocap3e?

CucteMHBIE BACKYJIUTHI, aCCOLMMPOBAHHBIE C AaHTUHEUTPODUIBHBIMU LIUTOIUIA3MATUYECKUMU AHTUTETIAMHU, TIPEI-
CTaBISIIOT c000i1 MHOTO(AKTOPHBIN MPOIIECC, XapaKTepU3yIOLIUIICs BApUabeIbHOCTBIO SMIUTOMHON Crelu(UIHOCTA
NMAHHBIX AHTUTEN U Pa3HOOOpa3reM KIMHNYeCKUX (DeHOTHUIOB 3a0osieBaHus1. B mocneqHue roapl HabmomaeTcst poct
MHTEpeca K COYETAHUIO CUCTEMHBIX BACKY/IUTOB, aCCOUMMPOBAHHBIX C AHTUHEUTPODUIBHBIMU LIUTOTUIA3MATHYE-
CKHMMU aHTHUTeaMu, 1 heHOoMeHa runeprnpoaykuuu 1gG4, Bappupyiolieii Ipy HUX B LIMPOKUX MPEeiax, OT Mpo-
MYKIUU aHTUHEATPOMUIBHBIX LIUTOILIA3MAaTHYECKUX aHTUTeN noakiacca IgG4 HeorpeneieHHOro 3HAYSHYsI, TPU-
cyrctBust IgG4 MO3UTUBHBIX M1a3MaTUYECKUX KJIETOK B O4araX MMMYHOBOCIAIUTEIBHOTO MMOPaXEeHUs Y MALIEHTOB
C HECOMHEHHBIM IMarHO30M CHCTEMHOTO BACKYJINTa, aCCOLIMUPOBAHHOTO C aHTMHEUTPODUIBHBIMU LIUTOILIA3MATH -
YECKUMU aHTUTEJaMU, 10 TUITMYHBIX KIMHUYECKUX nposBieHuil IgG4-cBa3anHoro 3aboseBanus. [1peacraBieHo
COOCTBEHHOE KIMHUYECKOE HAOIOICHNE U TIPOAHATM3UPOBAHbI O0bEAMHEHHbIE JaHHBIE TUTEPATYPhI, BKIIOYHUBIINE
35 ciy4aeB coYeTaHUSI CUCTEMHOTO BaCKYJIUTa, ACCOLMMPOBAHHOTO C AHTUHENTPODMIBHBIMU LINTOTIA3MATYECKHU -
MU aHTUTeaMu, 1 IgG4-CBsi3aHHOM MAaTONOTUH, CBUIETEIBCTBYIOIINE O CYLIECTBYIOIINX PA3TUUYUSIX B KIMHUYECKUX
MposIBIeHUsIX Kiaccuyeckoro [gG4-cBsizaHHOTO 3a001eBaHUST U [TPU €r0 COYETAHUN C CCTEMHBIM BACKYJIUTOM,
aCCOLIMUPOBAHHBIM C AaHTUHEATPODUIBHBIMU LINTOILIA3MATHYECKMMU aHTUTEIAMU.

HakoruieHHble B HACTOsIIIIee BPeMsI JaHHbIE TO3BOJISIIOT 00CYXIaTh BblIEICHUE 0COOOT0 KIMHUKO-UMMYHOJIOTUYe-
CKOTO BapMaHTa CUCTEMHBIX BACKYJIUTOB, ACCOLIMUPOBAHHBIX C AHTUHENTPODUIBHBIMU LINTOTLIA3MATUYECKUMU
aHTUTEIaMU, ¢ runepnponykuueit [gG4, XxapakTepu3yoierocsi Co4eTaHueM KJIMHUYECKUX MPOSIBIEHUIN CUCTEMHBIX
BAaCKYJIUTOB, aCCOLIMUPOBAHHBIX C AHTUHEHTPODUILHBIMY LIUTOIIA3MATUIECKUMU aHTUTEIAMU, ¥ KIIMHUYECKUX
W/WJIM TUCTOJIOTMYeCKuX pu3HakoB IgG4 cBsi3aHHOI nmaTtosornuu. BaxkHO MoguepKHYTh, YTO BblACIEHUE (PEHOTH-
OB CCTEMHBIX BACKYJIUTOB, ACCOLMMPOBAHHBIX C AHTMHEUTPOMUIBHBIMYU LIUTOILIA3MATHYECKMMHU aHTUTEIAMU,

B MEPCIEKTUBE MOXET MMETh 3HAUEHUE TSI IEPCOHMGMULIMPOBAHHOTO BEIOOpA TAKTUKHU JIEYEHUSI TALlUEHTOB.
Kmouesbie ciioBa: AHILIA-accoumupoBaHHBIN BaCKyJIUT, TPaHyJIEMaTo3 C MOJIMAaHTMUTOM, I'paHyjiemMaro3 BereHepa,
1gG4, IgG4-cBsizaHHOe 3a00JieBaHKE

s nurupoBanus: beketosa T.B., Kokocanze H.B. KinuHuko-ummyHonornyeckue BapuanTbl AHLIA-accoumupo-
BaHHOT'O CUCTEMHOTO BacKy/IMTa: B3NS Ha heHoMeH rumnepnponykuuu [gG4. O630p nutepatypsl 1 COOCTBEHHOE
HabmoneHue. Hayuno-npakrudeckas pesmatonorust. 2020;58(5):550—559.

CLINICAL AND IMMUNOLOGICAL VARIANTS OF ANCA-ASSOCIATED SYSTEMIC VASCULITIS:
A LOOK AT THE PHENOMENON OF OVERPRODUCTION OF IgG4.
LITERATURE REVIEW AND OWN OBSERVATIONS

Tatiana V. Beketova', N.V. Kokosadze?

Systemic vasculitis (SV) associated with anti-neutrophilic cytoplasmic antibodies is a multifactorial process character-
ized by the variability of the epitope specificity of anti-neutrophilic cytoplasmic antibodies and the diversity of clinical
phenotypes of the disease. In recent years, there has been an increasing interest in the combination of AAV and the
phenomenon of IgG4 hyperproduction, which varies widely within AAV, from anti-neutrophilic cytoplasmic antibod-
ies products of IgG4 subclass of undetermined significance, the presence of IgG4 positive plasma cells in the foci of
immunoinflammatory lesions in patients with a definite diagnosis of AAV, to the typical clinical manifestations of an
IgG4-related disease (IgG4-RD). We introduce own clinical case and analyze the combined data of the literature,
which included 35 cases of a combination of AAV and IgG4-related pathology, indicating existing differences in the
clinical manifestations of classical I[gG4-RD and when combined with AAV. The currently accumulated data allows us
to discuss the allocation of a specific clinical and immunological variant of AAV with IgG4 hyperproduction, charac-
terized by a combination of clinical manifestations of AAV and clinical and / or histological signs of IgG4-related
pathology. It is important to emphasize that the allocation of phenotypes of AAV in the future may be important for
the personalized choice of treatment tactics for patients.

Keywords: anti-neutrophilic cytoplasmic antibodies -associated vasculitis, granulomatosis with polyangiitis, Wegener’s
granulomatosis, IgG4, IgG4-related disease
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CucreMHblie BackyauTthl (CB), accolmupoBaHHBIE C aH-
TUHEUTPODUIBHBIMU  LIUTOIUIA3MATUYECKUMU  aHTUTEIAMU
(AHLIA), npeactapisitoT cob0it IpyImy UMMYHOBOCIIAIUTENb-
HbIX PEeBMAaTUYECKMX 3a00JIeBaHU, BKIIOYAIOIIYIO TpaHyJIeMa-
T03 ¢ nonuanruutoMm Berenepa (I'TIA), MMKpocKONMUYECKUIA
noauaHruuT (MITA) 1 203MHOGUIBHBII rpaHyJeMaTo3 ¢ MO -
anruntoMm Yepmka — Ctpocc (DI'TIA) [1], 06beIMHEHHBIX KITIO-
yeBOIt maTtoreHeTHYecKoi ponbio AHIIA, mpenMyIiiiecTBEeHHBIM
MOpaXXeHNEM COCYIOB MEJIKOTO KaJlmbpa, OOIIHOCThI0 MOpP(dO-
JIOTUYECKUX W3MEHEHMII B TOYKaxX B BHUIE PaucCi-MMMYHHOTO
(MamouMMmyHHOTO) TioMepyiionedputa (I'H) ¢ momymyHusMu,
TIOJTMOPTAHHBIM TIOPaKeHUEM ¥ (haTaTBHBIM TIPOTHO30M ITPU OT-
CYTCTBUUM CBOEBpeMEHHOro agekBaTHoro JiedueHus. AHLIA-CB
XapaKTepPU3yeTCs CIOXKHBIMA MHOTO(MAKTOPHBIMU MaTOr€HETH -
YECKUMU MeXaHU3MaMU, BapuaOeIbHOCThIO SMUTOIMHOM CIielu-
¢uuHoct AHLIA u pazHooOpa3ueM KJIMHUYECKUX (PeHOTUIIOB
3ab6oneBanus (puc. 1) [2]. K TUNMMYHBIM KJIMHUYECKUM TPOSIB-
neHussMm AHIIA-CB oTHocuTcs Tpuama MoOpakeHMsI OpraHoB,
BKJTIOYAIOIAST TIATOJIOTHIO BEPXHMX IbIXaTebHBIX MyTeit (92—
99%), nerkux (66—85%) u nouek (63—77%). OnHAKO BO3MOXHO
TMOpaXeHNEe W IPYTUX OPTAaHOB 1 CUCTEM, IIPEXIE BCETO TJIa3, TIe-
prdepruecKoit HEpBHOW CHCTEMBI, KOXH U CyCTaBOB.

Cpemu BceX KIMHUKO-UMMYHOJIOTUYECKUX BapuUaH-
T0B AHLIA-CB Haubonee yacto Bctpeuaercst I'TIA co crieru-
¢uunoctbio AHLIA k nmporennase-3 (allP3). OtnnuurenbHoMi
ocobeHHocThio T'TIA sBsIeTcs: HEKpOTU3UpYIOLIEee TI'paHyJe-
MaTO3HOE BOCIAJeHWE C IMPEUMMYIIECTBEHHBIM BOBJICYEHUEM
BEepXHUX AbIxaTedbHbIX myTeit (BJIT) u nerkux, Kotopoe co-
MPOBOXIAET HEKPOTUIUPYIOUIMI BACKYJIUT COCYIOB MEJIKOTO
W CpeoHero Kaamopa (KamujuisspoB, BEHYJ, apTepHoOJI, apTe-
puii 1 BeH). XapaKTepPHBIMU KIMHUYSCKUMU ITPOSIBICHUSIMU
HEKPOTU3UPYIOIIETO TPaHyJIEMAaTO3HOTO BOCTIAJICHUS SBIISIIOT-
Csl HEKPOTUYECKU PUHUT, NECTPYKTUBHBIA CMHYCHUT, CKIIOH-
HBIE K pacramy 1 00pa30BaHUIO TIOJIOCTEN JIETOYHBIE TpaHyJIe-
MBI, TICEBIOTYMOpP OpOUTHI [3].

MITA CBOMCTBEHHO pa3BUTUE OBICTPOIIPOTPECCUPY-
omero I'H (BIII'H) u remopparnyeckoro ajbBeoJuTa, YTO
onpenessieT ero 6oJiee TSKebli MporHo3 B cpaBHeHuu ¢ ['TIA
n OITIA. Beimensior aBa KIMHUKO-UMMYHOJOTMYECKUX Ba-
puanta MIIA ¢ npucyrctBuem allP3 unu aHTuTeN K MuUeo-
nepokcuaase (aMITO). OrmeueHo, yto manueHTsl ¢ MITA-
aMIIO cKJIOHHBI K Pa3BUTUIO MHTEPCTUIIMAIBLHOTO (hrdpo3a
JIETKMX Pa3IMYHON CTETIEHU BRIPAXKEHHOCTH [4].

OITIA oTnMyaeT HalMM4YUe Tepy-
depruecKoii U TKaHEBOM 203MHOMU-

C TIOJTYIYHUSIMA MOXET codeTaThbesl ¢ U dY3HBIM aTbBEOIISIP-
HBIM KPOBOTEYEHUEM, TIPU 3TOM B HeKOTOphIX ciaydasix BITI'H
WJIU JIETOYHO-TTOYEYHOTO CUHIPOMa BO3MOXKHA TMIEPIPOAYK-
uus ogHoBpeMeHHO AHILIA u aHTUTEN K 6a3aibHOM MeMOpaHe
ki1y6oukoB (aBMK) [6], 4yTo dhopMupyeT KIMHUYEeCKUIA (peHo-
THUII ¢ HanboJiee HeOIArOMPUSITHBIM ITPOTHO30M.

B mocnennue romgsl Bo3pacTaeT MHTEpEC K COYETaAHUIO
AHIA-CB u ¢eHomena rumneprnponykunu IgG4, Bapbupy-
fomeit pu AHLIA-CB B mmpokux mpezenax, oT MPOAyKIIMU
AHIA monknacca IgG4 Heomnpene/lleHHOTO 3HAYeHUs, TPU-
cyrctBust 1gG4 mo3utuBHBIX TUa3mMatndeckux kinetok (I1K)
B OovYarax MopaXeHUsl OpraHOB PEeCITMPATOPHOIO TpaKTa WU
B ITOYKaX y MalIUEHTOB C HECOMHEHHBbIM nrarHo3oM AHIIA-CB
0 TUMWYHBIX KJIMHWYecKux mposiBieHuit 1gG4-cBsizaHHOTO
3aboneBaHus (IgG4-C3).

Wsyyaemoe B mnocnenHue asa aecsatwiaetust 1gG4-C3
MpeAcTaBisieT coboit (GUOPOBOCTAIMTENbHYIO IMATOJIOTHUIO, Xa-
PaKTEepU3YIOLIYIOCS BO3HUKHOBEHUEM B PA3IUYHBIX OpraHax
OIYXOJIEMIOJOOHBIX OYaroB C YHWKATHHOW TMCTOJIOTUYECKON
KapTUHOW (MyapononoOHbI (Gubpo3, BBIpaKEHHAs] 0Yaro-
Bast win auddysHas nHbwnsTpanus 1K, skcnpeccupyromu-
mu I1gG4, obnutepupytoiuii haeout) u yacteim (70%) MoBbI-
IIeHEM B CBIBOPOTKe KpoBU ypoBHs 1gG4 (cBbitie 135 Mr/m)
[7]. 3aboseBaHue MPEUMYLIECTBEHHO BCTPEYAETCS Y MYXUUH
cpenHero Bospacta. IlposiBienus IgG4-C3 MHOrooGpasHbl,
OINMCAHO NMOPaXEHME CaMbIX Pa3HbIX OPraHOB U CUCTEM (pHC. 2)
[7—9], x HanGoJIee TUMMYHBIM OTHOCSIT OpaKeHUeE I1a3 (MceB-
TIOTYMOD OpOUTHI, JAKPUOAIEHUT), CUAJI0aAeHUT, PETPOTIEPH -
TOHEeaJIbHBIN (PUOPO3, ayTOMMMYHHBII MAaHKpPeaTUT 1-ro TUMa.
MoryT BoBieKaTbhcs APYrvie TKAHW U OPTaHbl, TAKWE Kak JieT-
Kue, moyku, aopra, BJIIl, mmroBumHast Xeneza, 00OJOYKU
Mo3ra, cepaue u koxa. B 30—50% ciyuaes IgG4-C3 corpo-
BOXIAETCST aJUIEPTUIECKUMM PeaKUsIMU (aTOMMIeCKUid ep-
MaTuT, OpOHXMAIbHAsI acTMa, JIeKapCTBeHHAsT ajuieprus) Win
yMepeHHo# 303uHodwrei [10], MOXeT IpUCyTCTBOBATh yMe-
peHHas JmMdboaneHoNaThsl, MOJIMKIOHAIbHASI TUIlepraMmma-
rnoOynrHemusl. [IpuMeHeHre MO3UTPOHHO-3MUCCUOHHON TO-
morpapuu ¢ 18F-pTopae3oKcUritoKo30ii o3BosieT YTOUHUTh
JIOKaJM3alMIo U CTeNeHb MOpaXeHus, apryMEeHTUPOBaTh pe-
LIeHMEe O OMOTICUU U MOXET OBbITh UCTIOJIb30BAHO AJISI MOHUTO-
puHTa 3(pHEKTUBHOCTH JICUCHUSI.

Jns yHubUKaIMU OLEHKHU MaToMOP(MOIOTHIECKUX M3-
MEHEHMiII B TIOPaXEHHBIX OpraHaX " BBIPAOOTKM EIUHBIX

JIMK, KOTOpasi BO MHOTOM OIpenesisi-
€T CHEeKTP KJIMHWYECKUX MPOSIBIECHUIA
3200JIeBaHUSI C TUMTMYHBIM Pa3BUTHEM
TIOJIUTIO3HOTO PUHOCHHYCHUTa, OpOH-
XUAJbHOM acCTMBbI, 303MHOMUILHOM
TIHEBMOHUY, OTHOCUTEIBHO YacThIM
TopaxeHueM cepaua, mnepudepude-
CKOWl HEpBHOM CHCTEMBl M CKJIIOHHO-
cTbio K Tpomb6oszam. [Ina BITIA xa-
pakTepHa rtumneprponykuuss aMIIO,
OIHAKO AHLA TMPUCYTCTBYIOT
He BO BCEX CITyYasiX, B CBSI3U C YeM BBI-
nensitoT AHLIA-HeraTuBHBIIN BapuaHT
BITIA. AHLIA-HeraTuBHbIE BapUaHTHI
onucanbl Takxke 1pu ['TIA v y nauueH-
TOB ¢ pauci-uMmMyHHbIM BIITH [5].
BbeicTponporpeccupylomee

MA AHUA -
HeraTuBHbIN

FMA-alP 3

AHLA aflP3

M3onupoBaHHbI
pauci-MMMYHHBbI

3rnA AHUA -
HeraTMBHbIN

MMA-allP 3

AHLIA +aBMK
AHLIA +IgG4

MMA-aMIno

AHUA aMI10

TeueHue pauci-uMMYHHOTO T'H
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Puc. 1. Knuuuko-ummyHonoruyeckue sapuantsl AHLIA-CB
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CreHo3 Tpaxeu
TupeouanT Pupens —“

MopaxeHne opraHoB rpyAHON KIETKU
AcTMa
WHTepctuumansbHoe
nopaxeHne nerknx
Mcesnotymop \
(nerkux, peaKko MOSIOYHON Xenesbl)
MopaxeHve nnespbl
MopaxeHne XXKT
AyTOMMMYHHbIW NaHKpeaTuT 1 TMNa

1 :
Onyxonb KioTTHepa \Q\;’ .

MopaxeHue runocpusa

IMnepTpodnyecknin NaxMMeHNHIMT
MopaxeHne BEPXHUX AbIXaTerbHbIX NyTel
[MonuNo3HbIA PUHOCUHYCUT
303MHOMDUNBHbBIA @aHTMOLEHTPUYHBIV (MBPO3
MopaxeHune koxu
: OputemaTosHo-nanynesHble BbiCbINaHWs

- CeppeyHo-cocyaucTas cuctema
KoHCTpUKTUBHBI nepukapamT
MepuaopTut

KoporapuT (peako)

MeavacTuHanbHbIi
+

“— | PeTponepuToHeanbHbIN hubpo3

MopaxeHne noyek

KoHleHTpaiuu 1gG4 B oTcyTrcTBUE
MOpPGOJIOTUYECKOTO MOATBEPXKIE-
Hust 1gG4-C3 paccmarpuBaioT 3a00-
JIEBaHUE KAK «BO3MOXHOE».

IgG4 gBnseTcss caMbiM peaKUM
W3 BBIACISEMBIX YeThIpeX TOoaKiIac-
coB IgG u B HOpMe cocrasisier 4%
OT Bcero Iyia aHturtesl. MHTepecHo,
yro AHLIA mpeumylilecCTBEHHO Mpel-
CTaBJIEHbI noakjaaccamMu IgGl,
1gG3 u 1gG4 [15, 16], y nmauueHTOB
¢ OITIA na IgG4 npuxoauTcst B cpen-
HeM 20% (9—32%) oT oO0lIero Koiu-

CkInepo3vpyoLLMIA XONaHMT/XoneumcTuT
Me3seHTepuanbHbIi puGpo3

Factpur NumdageHonatus

Jo3unHodunusa
MonuknoHansHas
runeprammarnosynuuemua

MpoctaTtut

Henponatus

Ty6ynouHTepcTULManbHbIin HedppuT
Mem6paHo3Has HecbponaTus
OB6CTpYKTUBHAs naTonorust
MOYEBbLIBOASALLMX NyTei

yectBa IgG [17]. CumTaercs, 4To Mpo-
LIECC aKTUBAlMM HEUTpodUIOB TNpU
yuactun AHIIA IgG1 n IgG3 mpouc-
XOIIUT B Pe3yJIbTaTe CBSI3bIBAHUSI IKC-
TPECCUPOBAHHOTO Ha KJIETOYHON MeM-

Puc. 2. Mposisnexuns 1gG4-C3 (Hanbonee pacnpocTpaHeHHbIe BblAeNeHbl XUPHbIM WprToMm) [7]

noaxonaoB K auarHoctuke I1gG4-C3 npemioxeHbl TpU «00Ib-
mux» rucronorndeckux kpurepus 1gG4-C3 [11]: BepakeHHas
sumdoriazmMonuTapHas UHOWIbTpauus; Guodpos, XoTs Obl
YaCTMYHO HAITOMMUHAIOIIUI BUXpeoOpa3HbIii (MyapoBbIil) pu-
CYHOK; obmutepupytommii ¢medbur. Huarnoctuka IgG4-C3
BO3MOXHa MpPU OOHAPYXKEHUM IBYX <«OOJBIIMX» TUCTOJOTM-
YeCcKMX KpuTepueB. Bpicokoe comepxaHWe B IMOpPakKeHHOU
tKaHu IgG4+T1K Takxke siBsieTCs] BAXXHBIM JUAarHOCTUYECKUM
MPU3HAKOM, KOTOPBIil JOJIKEH paccMaTpUBaThCs B KOMIUIEKCE
C IPYTUMU U3MEHEHUSIMU U He sSIBJIsIeTCs crielinuIHbIM. Tax,
Mpyu ayTOMMMYHHOM MaHKpeaTuTe 1-ro Tuma IuarHocTuye-
cKoe 3HaueHUe uMeeT comepxkanue 6osee 50 IgG4+I1K B on-
HOM I10JIe 3peHUST MpHU OOJIBIIOM YBEIMYSCHUUW MUKPOCKOIA
(%400) [12]. [TockoabKy BEIpaXkeHHOCTb JIUMDOILIa3MOIIUTap-
HOU MHGUIBTPAIIUY B Pa3IMYHBIX OpTaHaX MOXET 3HAUUTEIb-
HO BapbUpOBAaTh, MPEIIOKEHO TPU UMMYHOTUCTOXUMUYECKOM
HCCIeOBaHUU OmpenensTh cooTHomeHue IgG4+/IgG+IIK,
KOTOPOE MOJKHO cocTaBisTh 6osee 40%, 4To paccMaTpuBaeT-
cs KaK Hamboliee 00beKTUBHBIN KpuTepuit. Kpome Toro, BbI-
NEJISIIOT TaK Has3blBaeMble Majible TMCTOJIOTMYECKHME TpU3Ha-
KU, BKJIIouawouue (popmMupoBaHue TUM@POUIHBIX (DOJIIMKYJIOB
C 3apOABIIIEBBIMUA IIEHTPAMM, OOIUTEPUPYIOIINI apTepUnT
U HeobOuTepupylowmuii pieour [13].

Anmonckumu uccienosarenamu B 2012 r. mpemioxe-
HBI TaK Ha3bIBaeMble KOMIUIEKCHBIE TUAarHOCTUYECKUE KpU-
tepun IgG4-C3 (Comprehensive Diagnostic Criteria) [14],
BKJTIOUMBIINE KIMHUYECKUE (JIOKAJIbHOE WJIM MHOXEeCT-
BEHHOE IopaXkeHue ¢ oyaroBoil wiau Aud@Py3HOIl Omnmyxo-
JIETIOMOOHOM BOCTHAJIMTEIbHOM WHMUIbTpaLMeil opraHa),
nadopatopHble (KoHuUeHTpauuss IgG4 B CHIBOPOTKE Kpo-
BU >135 Mr/min) m THCTOJNIOTMYecKUe Kputepu (Iumdo-
Iia3MoluTapHas WHOuabTpauuss U ¢Gudbpos; UHUILTpa-
uusa IgG4+I1K B nopaxkeHHoMm oprane; 6osnee 10 IgG4+I1K
B TIOJIe 3peHUs] TpW OOJBIIOM YBETWYEHUU, COOTHOIIIE-
Hue 1gG4+/IgG+ITK >40%). OcHOBBIBasiCb Ha KOMILIEKC-
HBIX nOHarHocTudyeckux Kputepusix IgG4-C3, BwIOensioT
«IOCTOBEPHOE», «BEpOSITHOE» M <«BO3MOXHOe» IgG4-C3.
B cyuae xapakTepHOTro MmopaxkeHHsI KaKOro-JI1u00 BHYTpeHHEe-
TO OpraHa W BBISIBIIEHUST TOJBKO TUCTOJIOTUIECKUX KPUTEPH-
eB IgG4-C3 6e3 yBenuueHust ypoBHs IgG4 B cBIBOPOTKE KPO-
BU IMarHOCTUPYIOT «BeposiTHoe» 1gG4-C3. [Ipu yBenuueHUN
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6pane aHtureHa I[1P-3 u penentopos
FcyRIla/I1lb, AHLIA IgG3, KoTopble
CITOCOOHEBI CBSI3BIBATHCS € OETKaMU CH-
CTeMbl KOMILJIEMEHTa U aCCOLMUPYIOT-
sl ¢ MopakeHreM rovek. B To e BpeMst maToreHeTU4eckKoe 3Ha-
yeHue IgG4 okoHvarenbHO He pacimbpoBaHo. K ocHOBHBIM
ocobeHHocTsaM aHTuTel IgG4 1o cpaBHEHUIO C APYTMMU IO -
xinaccamu IgG oTHOCAT oTcyTCTBUE 2 (heKTa aKTUBAIIUYA KOM-
TJIeMEeHTa U HEBO3MOXHOCTh CBs3bIBaHUsI ¢ Fc-penentopamu
MoHoLUTOB [18, 19], uTO naeT oCHOBaHUS 0OCYKIAaTh BO3MOX-
Hoe TpoTekTuBHOe 3HaueHne 1gG4. BmecTe ¢ TeM mpu Takux
3a00JIeBaHMSIX, KaK ByJbrapHasi Iy3blpuyaTKa MU MMAcCTeHUs,
naroreHHas posnb IgG4 He moaBepraeTcst comHeHuto [20, 21].
Kpome Toro, B OTaeNbHBIX UCCIAEIOBAHUSIX MPOJEMOHCTPUPO-
BaHoO, uTo IgG4 MoryT 0671a1aTh CITOCOOHOCTBIO B3aUMOJIENCT-
BoBaTth ¢ peuentopamu FcyRII u/umu FeyRIII [16].

OcHoBHoe MecTo B nporpeccupoBanuu IgG4-C3 oTBo-
1T neperynsiuuy Th2- u T-peryaaTopHBIX KIIETOK, 3ddeKTam
MPOTUBOBOCIAIUTENbHBIX LUTOKMHOB, B YACTHOCTU WHTEP-
nevikuda (MJT)-10, HakoTUIeHBI TaHHBIE, MONTBEPXIAIOINe
BaxkHylo poab WUJI-4, NJI-13, a takxke UJI-5, oTBeTCTBEHHO-
ro 3a 303MHOMUINI0, HepeaKo corpoBoxaatoinyto IgG4-C3
[22—25]. B mexanuzmax AHLIA-CB TakxXe 0ojblioe 3Have-
HUE OTBOAST peakLusM, cBsi3aHHbIM ¢ Th2-tuma, npu ST'TIA
CYIIIECTBEHHYIO POJIb UTPAET S03MHODWINS, YTO CONMXKAET
AHIIA-CB u IgG4-C3 [26]. K 3¢ddeKTUBHBIM CTpaTETUsIM
seueHus IgG4-C3 oTHOCIT NMpUMEHEHUE TJIIOKOKOPTUKOU-
noB (I'K) m reHHO-MHXEHEPHOro OMOJOrMYEeCKOTo IIpera-
pata purykcumaba (PTM), Bei3biBatomiero aeruienuio CD20
B-xnerox [7, 27, 28].

B xavecTBe WUTIOCTpallMM BO3MOXHOCTU COYETAHMS
AHLA-CB u narosnoruu, cszanHoi ¢ IgG4, npuBoaum cie-
nyloliee KIMHUYecKoe HaOmoeHue.

Ilayuenm M., 44 aem, Habawdaemcs ¢ HUHUP
um. B.A. Haconosoii ¢ dexabpa 2018 e., koeda 6vin eocnumanu-
3UpPOBaH ¢ HCaN06amu Ha UHMEHCUBHYI 604b 6 obaacmu 1e6oli
BEPXHEHENOCMHOL NA3YXU, 0ehOPMAUUI0 CRUHKU HOCA, OMEK 8eKd
(puc. 3 a), cepo3no-eHoliHOe omaensemoe U3 1e6020 21a3a, CHUNCe-
Hlle 0cmpombl 3peHlsl, OHeMeHuUe Ae60i NOA0BUHbL AUUA, NePUOOU-
YecKue HOCO8ble KPOBOMeUeHUs, NOBblUleHUe meMNepamypbl meaa
do cybghebpunbhbIxX 3HAUEHU.

3abonen 6 aseycme 2018 e., koeda nossuaucs 6oau 6 ae-
60l N0A0BUHE NUUA, OMeK U NMO3 1e6020 6eKd, Npu Myabmu-
cnupanvHoii  komnoviomeproi momoepaguu (MCKT) evisenen
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Puc. 3. MaumenT M. B0 Ha3Ha4YeHWs NeyeHus: NT03 NEBOro Beka 1 cennosuaHas aedopmauuns Hoca (a); MCKT-kapTvHa nonmcuHycuTa u ABycTo-

POHHEro AakpuoageHuTa (CTpesnka), 60nee BbipaXxeHHoro cnesa (6)

P e

Puc. 4. broncua TkaHu opouTbI, OKPACcKa reMaToKCUINHOM 1 303UHOM, YB. X 20 (a), x400 (6) n x40 (B). BoipaxxeHHas nHdunstpauus MK (6)

1 303uHoGunamm (a, B)

SRR T E—

mtor g o s
b
i

sy e v

a

6

Puc. 5. buoncus TkaHu 0p6UTbI, IMMYHOTMCTOXMMUYECKOE UcCnefoBaHne akenpeccum 1gG4, yB. x20 (a) n x40 (6). Mpu peakuun ¢ 1gG4 nosu-

TneHo 6onee 10% lgG+MK

deycmopoHnnuil dakpuoadenum (6osee GbipadcenHblll c1eea), Nau-
cunycum (puc. 3 6). B danvuetiwem npucoedununacy gedpunv-
Has auxopadka, o6pazoearue KpPOGSIHUCMbIX KOPOK 6 NOA0CMU
HOCA U HOCOBble KPOBOMeUeHUsl, UHBEKUUsl CKAePbl 1e6020 2Aa-
3a, 4mo conpogoNcoanoce Aa6opamopHol 0CNANUMENbHOU aK-
musHocmoto (nosvimenue COD u yposus C-peakmueHozo Gen-
ka (CPB), HetimpoguabHblil nelikouumos, mpomooyumo3s).
Boinoanena 1e60cmoponHsas 2aimopomomus, npu mopgoaozuye-
CKOM uccredosanuu 6 buonmame oOuwUpHble 0baacmu HeKpo3a,
MHOJICeCmBeHHble (pazmenmyl QUOPO3HOL MKAHU C Y4ACMKAMU
euaruHu3auuu, oug@ysnas u ouazo0eas uHGUALMpayUsL AUMPoyU-
mamu, Makpoghazamu ¢ NPUMecsio I03UHOPUALHBIX NeUKOYUMO8,
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npucymcmeuem ueaHmcKux MH02050epHbIX KAemok. Amunuunbie
KaemKku He visigaendl. Ilpu buoncuu mxauei opoumsl 2ucmonoeu-
YecKasi KApPMUHA XapaKkmepuso8andach Gbipa}CeHHoOU UHduIbmpa-
yueit ITK u 303unopuramu (puc. 4 a—s).

IIpu aabopamoprom obcredoganuu ommeuerna U30AUPOBAH-
Has spumpouumypus (10— 12 é noae 3penus), gvis61eHa eunepnpo-
dykuus AHILIA co cneyugpuurnocmoio k I11P3 200 Ed/ma (20 Hopm),
noeviuenue konuenmpavuuu 1gG4 do 310 me/on. Juaenocmuposar
TTIA, evickazano npednosodcerue o eco coemanuu ¢ IgG4-C3.
Ilpu ummyHocucmoxumu1eckom uccaedo8anuy mkaHu opoumol
ommeueHa evipaxcennas unguasmpayus IgG+IIK, 6oaee 10% ITK
nosumuensix no IgG4 (puc. 5 a, 6).
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Puc. 6. MauneHT M. nocne HasHaYeHNs MHOYKUMOHHOTO NIEYEHNS: 3HAYMTESIbHOE YMeHbLLUEHNe 0TeKa neBoro Beka (a); MCKT-npusHakn ymeHbLue-
HUS Pa3MEPOB CNE3HbIX XeJe3, KapTUHA AeCTPYKTUBHOr0 3TMOMANTA C Pas3pyLLEHNeM CTEHOK PeLUeT4aTomn KOCTuU (CTpenka) U pacnpocTpaHeHuem

BOCMANUTENbHOr0 MHGMALTPATA B NIEBYIO 0pouTy (6)

Hasnauena uHoykyuonHas mepanust, KANUABUIAS BbICOKUE
dozvt IT'K (npednuszonon 50 me 6 cymku, énympueerHoe (8/8) nyno-
cogoe 66edeHUe MemuanpeOHU30A0HA CYMMApHO 5 &), yukaogoc-
¢han 6/6 (cymmapno 2 &) u PTM (cymmapro 2 2), 3amem azamuo-
npun. Ommeueno yayuenue ¢ yMeHbuleHuem omeKa 1e0eo 6eKa
(puc. 6 a), emecme ¢ mem NPUCOCOUHUACS CINEPOUOHDBIL CAXAPHDBLIL
duabem, nompebosasuiuii Haznawenus uncyauna. Jepes mecsy no-
cae 3agepuienus kypca PTM 6noéb ommeueno npoepeccupyroujee
ycunenue 60au 8 obaacmu 1e8020 21a3a U €60l NOAOBUHbL AUUQ,
ocmpo paseuncs aegocmoporuuil amaspos. Ilpu MCKT npudamou-
HbIX NA3YX HOCA U 0pOum Kapmuna 0ecmpyKmugHoeo smmououma
¢ paspyuienuem CmeHoK peulem4amoil Kocmu U pacnpocmpaneruem
B0CNANUMENbHOO UHUABMPAMA 6 Ne8VH0 0pOUmY, emecme ¢ mem
DA3MeEpbL CAE3HBIX dcene3 3HAYUMENbHO YMEHbUUAUCy (puc. 6 0).
ITlpu onmuueckoii KoeepeHmHoOU momozpaguu ¢ onpedeneHuem
MOAUWUHBL CEMYAMKU 6 MAKYASAPHOU 00AACMU NPUHAKU OmeKa
cemuamiu enasa, uwemul 3pumensHo20 Hepea 3a cuem coagaeHus
eocnanumenvrvim ungpuasmpamom. Ilpodoaicena akmuenaa me-
panus, 6KAI0MA8UIAS NOBMOPHOE 8/8 NYAbCOBOE 88eOeHUe MemUn-
npeoHU3010Ha, 8/68 HOPMAALHOZO HeN08eHeCK020 UMMYHOA00YAUHA
6 COMemaHuy ¢ GHMUGUOMUKAMU U NPOMUBOSPUOKOBbIMU NPENnapa-
mamu ¢ noA0NCUMENbHBIM IhheKmom.

TakuMm o0Opa3oM, B IpeacTaBJIeHHOM HaOJIIONEHUM Y Ma-
LIMEHTa ¢ TUMMYHBIMU KJIMHUYeCKUMU mposiBieHusmMu I'TIA,
MOP®DOJOTMYECKUMU TPU3HAKAMU HEKPOTU3MPYIOIIETO T'pa-
HYJIEMaTO3HOTO BOCIIAJIEHUSI ¢ TUTAHTCKUMU MHOTOSIIEPHBI-
MM KJeTKamu, runeprnponykuneiit AHLIA co cnemumduyHo-
cteio K TIP3, psgom ocobeHHOCTei 3aboyieBaHUsI, BKIIIOYAsS
IIBYCTOPOHHMIT TaKpUOAICHWUT, IIOBBIIIEHHE B CHIBOPOTKE
kpoBu ypoBHS 1gG4 mo 310 Mr/mi, BBISIBICHHYIO MPU WCCIIe-
noBaHuu 6uonTata causucroit BAIT kaptuny ¢hubposa ¢ npu-
CYTCTBMEM B MHOWIbTpaTe TUMMOILIMTOB U 303MHOMDWIIOB, Ha-
OJIIONABIIIYIOCS TIPU UCCJIEIOBAHMU OWOIITaTa TKAHE OpOUTHI
BBIpaXXEeHHYIO0 MH(puabTpauuio so3uHopuiaamu u IIK ¢ co-
otHomeHueM IgG4+/IgG+IIK >10%, ectb ocHOBaHus 00-
cyxnatb couyetanue I'TIA u maronoruu, cBsasaHHoit ¢ IgG4.
HzBectHo, uTto manueHTHl ¢ 1gG4-C3 meMOHCTPUPYIOT XO-
polIMii OTBET Ha MMMYHOCYIIPECCHMBHYIO Tepamnuio. B mpen-
CTaBJICHHOM HaMU cliydac Ha (poHe MHIYKIIMOHHOTO JICUCHUS
OTMEUYEHO, C OTHOI CTOPOHEI, pa3pellleHNE IBYCTOPOHHETO Ja-
KpuoaneHnura, cBsizanHoro ¢ IgG4, ¢ apyroit — mporpeccupo-
Banue nopaxenus:t BJII1 ¢ mecTpykieil CTeHOK pereTyaToit
KOCTU W PacIpoCTpaHEHUEM B TJIa3HUILY HEKPOTHU3UPYIOIIETO
IpaHyJIeMaTO3HOTO BOCMAJIEHMSI.
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B nureparype npeacraBieHO onucaHue 35 ciaydyaeB co-
yetaHusi AHIIA-CB, npu KOTOPBIX BBISIBISIMCH MPU3HAKK
maronoruu, ces3aHHoi ¢ 1gG4 [29-31, 37, 39—51] (Tabauna
1). Hambonee xpymHoe HaOmoIeHWE BKIOYaeT 18 mamm-
eHToB [29]. B 70% ciyuaeB, ONMMCAaHHBIX B JMUTepaType, Mpu
WMMYHOTUCTOXMMUYECKOM HCCIeIOBAaHUM MaTepuana, Io-
JIY4EHHOTO TIPU BHITIOJTHEHUM OWOTICUI DPa3IMIHOMN JIOKATH-
3aruu, kommdectBo IgG4+I1K mpesbimrano 10 B moie 3pe-
HusT wm cootHomrenne IgG4+/IgG+I1K 6bio Gonee 40%.
IMoBbimieHue kKoHueHTpauuu IgG4 B CHIBOPOTKE KpOBU
BbilIe 135 Mr/mn otMedeHo y 61% manueHToB. XapaKTepHbIe
s IgG4-C3 mposiBieHUs] BCTpevyaluch MPU BCeX HO30JI0-
rnyeckux ¢dopmax AHIIA-CB, uyacrora rurnepnpoayKLuu
allP3 u aMIIO He paznuuanacs. Umeetcst onucanue IgG4-C3
y nauneHTa ¢ AHIIA-HeratuBubim T'TIA [30] mpu BITIA [31].
B psane ciyuaeB xapakrepHble st 1gG4-C3 nposiBieHus mpu
AHIIA-CB He cOnpoBOXIAINCh MOBBHIIICHUEM CHIBOPOTOY-
Hol KoHIeHTpaumu 1gG4 WM OTCYTCTBOBAIM TUTIUIHBIE TH-
cronorndeckue kputepun IgG4-C3. B npeacraBieHHOM HaMK
KJIMHUYEeCKOM HaOmoaeHuu y nauueHta ¢ I'TIA KoHLeHTpa-
mus IgG4 B KpoBUM 3HAUUTENIbHO MpeBbIlIaja pehepeHCHOoe
3HaueHue; Mopdosiornyeckre Mpru3Haku, KOTOpble MOTYT CO-
otBercTBOBaTh Ig(G4-C3, Bkiouanu ¢(uopo3, MpUCYTCTBUE
B MHWIbTpaTe 303uHO(pUI0B U uHGpuIbTpauuio I1K ¢ coor-
HourenueM IgG4+/IgG+ITK >10%.

AHanmu3upyss OObEeAWHEHHBIC HaHHBIE JIUTEPATYpHI,
clieayeT OTMEeTuTh, 4To y 60sbHBIX AHIIA-CB criekTp kim-
HUYECKUX TIPOSIBIICHUI maTojiornu, cBsizaHHou ¢ IgG4, Ba-
PBUPOBANI B IIUPOKUX TIpeneiax, HO OTIMYAJICS OT KapTUHBI
kinaccuueckoro I1gG4-C3. YV 6ompHbix AHLIA-CB Hanbonee
yacTeiMu TiposiBieHusaMu 1gG4-C3 6butn mepuaoptut (28%)
1 TIOpaXeHHUe 11a3 B Buae nakpuoaaenura (22%) v/wuim rnces-
notymopa opoutsl (17%). CinenyeT otMeTuTh, uto ipu AHLIA-
CB Hapsiny ¢ TUMTMYHBIM MTOpaXeHWEM MEJIKUX COCYI0B BO3-
MOXHO MOpaxkeHWe COCYIOB KPYIMHOIO U CPEAHEro Kaauopa.
OtHocutenbHo 4acto y mnanueHToB ¢ AHLIA-CB u ¢deHo-
meHoM Ig(G4 numarHocTMpOBaau TYOYJOMHTEPCTUIIMATIbHBIM
Hedpur (19%) u nopaxeHnue rojgoBHoro mosra (19%), mpo-
SIBJISIBILIEECST MaXUMEeHUHIUTOM (y 6) U runocdusutoM (B of-
HoM ciryyae). YacTtoTa MenMacTUHAJIBHOTO/pETPOTIEPUTOHE-
anbpHOTO (hrbpo3a cocraBuia 17%, Me3eHTepuabHbIi HrOPO3
BcTpeuascs peako (y 1). MHTepcTuiimanibHoe mopaxkeHue Jier-
Kkux onucaHo B 11% ciydaeB. ¥ tpex (8%) natmentos ¢ I'TIA
u DI'TIA Beicokoe comepxkanue IgG4+I1K Takxke oTmedanu
B BocnajieHHbIX TKaHsix ciausuctoir BJIIT. MHTEepecHo, yTO
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Ta6nuua 1. Xapaktepuctuka nauuentos ¢ AHLIA-CB 1 npnaHakamu 1gG4-cBs3aHHOI natonorum

Yucno 60nbHbIX

I'uctonoruyeckue  lgGd CneyucthuyHoCcTb

AsTopbl, rog AHLIA-CB Knunnyeckue npossnenus IgG4-C3 npuskakw 1gG4-C3* (mr/an) AHUA
Tosovsky M. n coast. 1 . 11 470 1-TP3
[39] 1- MeamacTuHanbHblid uépo3s

Hanioka Y. n coast. 1 1— pUHNT™, BAKPUOALEHNT, NOPAXKEHNE CIOHHbIX XKenes 171 343 1-aMMno
[40]

Paulus YM. u coast. 1 1 - nopaxeHue rnas 11 143 1-aMno
[41]

Kotani S. u coasrT. 1 1 — peTponepuToHeanbHbIA (nMbpo3 - 351 1-1P3
[42]

Iguchi A. n coasr. 1 1 — NaXMMEHWHIIT, NOpaXeHne oponTbI 0 185 1-aMmno
[43]

Aragones JM. 1 1 — NaxMMeHWUHIUT - - 1 -aMmno
1 coasT. [44]

Popkirov S.  coast. 1 1 — NaxMMeHUHrNT 11 - 1 — He yTO4HEHA
[45]

Ohno K. 1 coasT. 1 1 — PUHOCKHYCUT, NOPAXKEHME NOYEK il 249 1-aMmno
[46]

Alexandraki K.I. 1 1 — nopaxeHue opobuTsI, runogusa 11 377 1-aMMno
1 c0asBT. [47]

Della-Torre E. 1 1 — pakpmoageHuT 11 253 1-TP3
1 coasT. [48]

Danlos F.X. n coat. 18 9 — nepuaopTuT, 4 — TY6YNOMHTEPCTULMANBHBIA HE(OPUT, 10/18 >135 mr/gn - 9 -TP3

(29]

4 — nopaxeHue opbuTbl, 3 — MeANaCTUHANbHbIA/PETPONEPUTOHE-

y a y 8/18 5-MMo
abHbIA (MBPO3, 2 — AYTOMMMYHHbIN NAHKPEATUT, 2 — Naxume- 1
HWUHMUT, 1 — NOpPaXKeHWe CNIOHHbIX Xenes, 1 — fakpuoaaeHuT, — HET JiaHHbIX
1 — Me3eHTepuanbHbI PrUbpos, 1 — MHTEPCTULMANBHOE NOpaXe-
HWe Nerkux
Su T. n coasr. [37] 1 1 — Ty6yNnONHTEPCTULMANbHBIA HedpUT 11 102 1-aMno
Bravais J. v coasr. 1 1 — [aKPMOAJEHNT, MHTEPCTULIMANBHOE NOPAXEHWNE NIErKUX 11 227 1-aMno
[49]
Touge H. 1 coasr. 1 1 — MHTEPCTULMANLHOE NOPAXEHNE NErknx 11 258 1-TIP3
[50]
Akiyama K. n coast. 1 1 — NAaKpPMOAAEHUT, MOPAXKEHNE CIIHOHHBIX XKENe3, CUHYCUT™ il 15 -
[31]
Sato S. n coast. [51] 1 1 — nakpnoageHut 119 1-aMmno
Kawashima H. 2 1 - nepuaopTuT, peTponepuToHeanbHbIn puobpos, 1 — TybynouH-  1/2 1-187 1-aMMno
1 coasT. [30] TepPCTULMANbHBIA HEQPUT, NAXUMEHUHIUT, UHTEPCTULNANbHO. 1 - 407 1 — AHLIA Hera-
NopaXeHune Nerknx TUBHBIIA
Co6CTBEHHOE 1 1 — pakpmoageHut 11 310 1-TP3
HabnaeHne
NTOrQ: 36 10/36 — nepnaoptut 24/34 (71%) >135 mr/an  14/31 - NP3
7 — TY6YNOUHTEPCTULNANBHBIA HEPUT y 21/34 15/31 - MO
7 — nopaxeHue mosra (62%) 2/31 -
7 — pakpnoageHuTt HET [AHHbIX

6 — nopaxkeHue opoUTHI

6 — MeanacTMHaNbHbIA/PETPONepUTOHeaNbHbI (HM6PO3

4 - WHTEPCTULMANbHOE NopaXKeHne Nerknx

3 — nopaxeHne CIIOHHbBIX Xene3
3 — puHUT/CNHYCKT*

2 — ayTONUMMYHHbIA NaHKpeaTuT
1 — me3eHTepuanbHblil hnépos

* TlpucyTcTBME NP UMMYHOTUCTOXMMUYECKOM uccneposanuu IgG4+MK >10 B none 3pexus unu cootHowwenne 1gG4+/1gG+MNK >40%.

y 601bHBIX AHIIA-CB nuiib B e IMHUYHBIX CTyJasiX BBISIBJISIIA
Takue pacrpocTpaHeHHbIe TiposiBieHus 1gG4-C3, kak ayTo-
WMMYHHBIN MaHKpeaTuT (6%) 1 MmopaxeHue CIIOHHBIX Xee3
(8%). Cnenyer OTMETUTh M Pa3inuusi odTaTbMOJOIMUYECKUX
nposienenuit ipu IgG4-C3 u AHILIA-CB (ta6n. 2), Koto-
pble mpu rocienHeM 6osee MHorooopasHsl [8]. Kpome Toro,
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nmxopanka u ypoBeHb CPB 3HaumTenpbHO BBINIE y GOJBHBIX
AHLA-CB, yem nipu 1gG4-C3 [30].

Takum o6pa3om, JIOKaTM3alusl TOPAXKEHWH, CBS3aH-
Heix ¢ 1gG4, y 6ompHbix AHLIA-CB uMeeT ocoGeHHOCTH.
M3MeHeHns 4acTo BO3HUKAIOT B 30HAX BOCTIAJIUTENIEHOTO TT0-
BpexneHusi, cpoiictBeHHoro AHIIA-CB (cocynbl, mnoukwu,
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rojioBa), U OTHOCUTEIBHO DPEIKO 3aTParMBaiOT MOIXKETyA0Y-
HYIO U CTIOHHBbIE Xefie3bl. S. Chang u coaBrt. [32] peTpocnek-
TUBHO MPOAHATU3UPOBAIM OWONTAThl PA3TUYHBIX OPraHOB
y 43 manueHToB ¢ A0oCTOBepHbIM auarHo3oM I'TIA u B 8 ciy-
yasx (18,6%) BBISIBUIM MPUCYTCTBHE MATOMOPMOIOrMUECKUX
kputepueB IgG4-C3 (aBTOpbl OpPUMEHTHPOBAJIUCH Ha TIPU-
cyrctBue IgG4+I1K B kommuectBe 6ojiee 30 B Tmosie 3peHUs
n IgG4+/IgG+ITK >40%). Tlpu stoM Bo Bcex 8 ciydya-
ax 1gG4-cBs3aHHOE TMOpaXkeHWe JIOKAIM30BaJIOCh B 00JIaCTU
TOJIOBBI, BKJIIOYAsl TIPUIATOYHBIE TA3yXW HOCA U TJIA3HUILY,
B OosibiiHCTBe ciydaeB ['TIA xapakTepu3oBalics TeHepaiu-
30BaHHBIM TeueHWeM. BMecTe ¢ TeM Ipu aHaau3e GMONTAaTOB,
MOJYYEHHBIX U3 APYrux oodsnacreii, uHuapTpanusa 1gG4+I1K
OblJla MeHee BbIpaXXEHHOM, Clyyau COOTBETCTBUSI KPUTEPU-
aMm IgG4-C3 orcyrcTBOBaIM (TabII. 3).

B nocienHye ronbl pUHOCMHYCUT BKITIOYAIOT B ITepeyeHb
BO3MOXHBIX TiposiieHuit 1gG4-C3. Bmecte ¢ Tem cienyer
00paTUTh BHUMaHKE Ha BO3MOXHOCTb npucytctBus [gG4+I11K
B nopaxeHHbIX TKaHsix BIAIT y 6oabHbix AHILIA-CB 6e3 xiu-
Huveckux npusHakoB IgG4-C3 [32, 33]. Tak, Y. Piao u coasr.
MpH KcclenoBaHuu 6uonTaTtoB ciausuctoir BJIT y manueHTOB
¢ I'TTA BoisiBsinm nipucyrerBue IgG4+I1K, onHako ux Konu-
4eCTBO OBUTO MeHbIIIe, yeM y mamveHToB ¢ IgG4-C3 (cooTBeT-
ctBeHHO 13+9,428 u 79,6+51,59, p<0,0001), mpu 3TOM Ul
B 10% cayuaeB I'TIA cootHommenue IgG4+/IgG+I1K npeBbi-
maso 40%, B To BpeMms Kak nipu 1gG4-C3 — B 90% [33].

BzaumocBsi3p Mexay runepnponykuueit IgG4 u ma-
TOJIOTUIECKUMM TIpOllecCaMi OKOHYATeIbHO He paciud-
poBaHa. O6cyxmnaercs ydactue IlgG4 u IgG4+I1K B maro-
reHeze AHIIA-CB, B ero moab3y MOTYT CBHUIETEIbCTBOBATh

Tabnuua 2. BapuaHTbl ohTanbMonorudeckux npossnennii npu MA n 1gG4-C3

Jlokanuzauus nopaxeHus A 1gG4-C3
loBepxHoCTHas KOHbIOHKTMBA KOHBLIOHKTMBUT
1 ¢hGpO3HaA 0GON0HKM TpaHynema KOHbIOHKTUBbI
rnasa dnucknepa dnuckneput
Cknepa Ckneput Ckneput
Porosuua lMepuchepuyecknin 13BeHHbIA KepaTut
CTpomanbHbIil KepaTut
9KCMO3MUNOHHAsA KepaTonaTus
BHyTpeHHMe 0605104KN Cocyaucras o6onoyka  epefgHuil, 3afHWiA 1 NaHyBEUT Yeeut

n cogepxxumoe rnasa

OTek makynbl rnasa

CeTyaTka

Backynut cetyatku

OKKMI031s LEHTPaNbHOM apTepum ceTHaTku

OKKNtO31si LLEHTPaNIbHOIA BEHbI CETHATKN

OcTpas MynbTUchOKanbHas NNaKoUaHas aNuTenonaTus

3puTenbHbIil HepB

I'Iepe,uH;m W 3afHAA ulliemmn4eckas onT4eckas HeleonaTvm

Mwemus 3pnTenbHOro Hepea

InasHuLa 1 NpuaaToYHbIN

annapar rnasa

Msrkas TkaHb OpouTbl

lceBfoTYMOp Op6UTHI (TpaHynema ¢ BOCNANUTENbHbIM UH(UILTPATOM)

Mcesgotymop

Cne3Has xenesa

[lakpnoageHuT (4BYCTOPOHHNIA,
pexxe 0AHOCTOPOHHUIA)

Cne3ooTBOAALLME NYTK

CTeH03 1 061MTEpaLMs CNE3HbIX KaHambLies
BTopuyHbIi fakpuoumncTut

CTeHo3 1 0b6nanTepauuns cnes-
HbIX KaHaNbLEB

BTopu4HbIv fakpuoumcTuT

Beku

M7103, 6nehaput, rpaHynema Beka, Tpuxuas, cpatleHue 6yns6apHoi
1 Nanbne6panbHOi KOHbKOHKTUBbI

MT03

KocTtu op6uTsl

[lecTpyKLnA KOCTeit OponThI

[lecTpykums KoCTeit 0pouTbI

Tabnuua 3. Peaynbratbl UMMYHOTMCTOXMMUYECKOTO UCCReA0BaHMS aKenpeccum 1gG4 B 6uonTtatax pasnnyHblx opraHoB y 43 60nbHbIx [TIA no
AaHHbIM S. Chang v coasT. [32]

Konuyectso lgG4+MK B

CootHowenue lgGa+/

Jlokanu3auus 6uoncuu n Bapuantb! Tevenus IMA Cneumdpuynocts AHLIA none apekns (8 cpentem)  1gG+IK, % (B cpemHem)
PasnuyHble CTPyKTypbl Op6UTHI 7 [eHepanu3oBaHHbIi — 7 anP3 -3 50 55,4
aMPO -1

AHLIA-HeraTusHbIi — 2
HET AaHHbIX — 1

BAM, nonoctb pTa 14 TeHepanu3oBaHHbIi — 10 anrP3 -12 211 429
OrpaHnyeHHbIin — 4 aMPO -1
AHLIA-HeraTuBHbIRA — 1
Pasnunyuble y4acTku nerkux, 14 TeHepanu30BaHHbIl — 8 anP3 - 12 13,8 40,2
Tpaxes OrpaHnYeHHbIi — 6 aMPO - 1
HeT paHHbIX — 1
[pyrue (koxa, noyka, Teepaas 8 leHepanu3oBaHHbIi — 6 anpP3 -2 14,2 28,4

MO03roBas 060/104Ka)

HeT cBeaeHnii — 2

AHUA-HeraTuHblit — 1
HeT aaHHbIX — 5
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HaKOIUIEHHBIE CBEIeHUsS O BO3MOXHOM IOBBIIICHUU KOH-
nentpanuu IgG4 B ceiBopoTke KpoBu 60mpHBIX AHIIA-CB
0e3 npusHakoB IgG4-C3 [32, 34, 35] u npuUCYTCTBUM B OdYa-
rax BocnajeHus IgG4+I1K [32, 36]. OmucaHo couera-
Hue IgG4-cBsI3aHHOTO TYOYJIOMHTEPCTULIMAIBHOTO HedpuTa
n AHLIA-accouunpoBaHHoro Hekpotusupytoiiero I'H ¢ mony-
JIYHUSIMU, XapaKTepH30BaBIIerocs Turieprponykimeir aMI1O
nonkiacca IgG4 [37]. B uccnenoBannu A. Al-Soudi u coasr.
[38], BkimounBiieM 35 6oabHbIX ['TIA, ¢ MOMOIIBIO MOJUME-
pPa3HOI IIEMMHOM peakIMy BBISIBICHO MOCTOBEPHOE ITOBBIIIE-
HUe B Tiepudeprueckoit KpoBu cooTHomeHus 1gG4/1gG PHK
B xnerok B nepron aktuBHoctu I'TIA B cpaBHEHUU C pEMUCCU-
eit (p<0,0001), yto koppenupoaiio ¢ BVAS (p<0,0001). J. Yoo
u coasrT. [34], oocnenoBaB 46 conbabIx AHIIA-CB (28 MIIA
u 18 TTIA) c OTCyTCTBMEM IMAarHOCTUYECKUX KpUTEPH-
eB IgG4-C3, y 80% BBISBHIN MOBBILIEHNE B CHIBOPOTKE KPOBH
conepxanus 1gG4 Boimre 135 mr/mn (B cpendem 1202,7 Mr/m),
YTO KOPpEIUpOBaJio C mokasaTeasMu akTuBHocth AHIIA-
CB, Bximiovast uHnekc aktuBHoct BVAS (r=0,367), TpoM6G0-
muro3 (r=0,398), COB (r=0,327) u yposerar CPB (r=0,373).
IIpu BITIA ceiBoporouyHas koHueHTpauys IgG4 takxke Kop-
penupyeT ¢ akTUBHOCThIO 3a0oneBanus [17, 35]. Tak, A. Vaglio
M coaBT. pu oo0caenoBaHnu 46 60abHbIX DI TIA BBISIBUIN 10~
BBILLIEHHE B CHIBOPOTKE KpoBH IgG4 B 75% ciyyaeB ¢ akTUBHO-
CTBIO 3a00JI€BaHMST 1 OTMETWIIM Koppesiuuio ¢ BVAS (r=0,64,
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