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PesioMe

®usnonormnyeckas posb IgG4 ele He A0 KOHLA M3y4eHa. MI3BECTHO, HTO OHW, KaK U Apyrve aHTUTena, y4acTByOT B MHAaKTUBaLMKN U YAANeHUN U3
OpraHu3sMa BelecTB, NAeHTUGULMPOBAHHBIX MMMYHHOWM CUCTEMON, KaK Yyepo/Hble aHTUreHsbl. Takxe IgG4 peanunsyoT 3G peKTOpHbIE MexaHW3MbI:
cBfi3blBaHWE CO CMeLuaan3npoBaHHbIMKM MMMYHHBIMU K/1eTKaMu, OCYLLLeCTBAAIOWMMM NOC/Ie TaKOrO B3auMOAeNCTBUA GaroLmMTo3 YyXKepoHbIX areH-
TOB WM YHUYTOXEHMe 3apaXKeHHbIX KJeTOK OpraHvM3Ma 3a CYeT 3aBUCMMON OT aHTUTeN LUTOTOKCMYHOCTU. MHeHMA OTHOCMTENbHO CMOCOBHOCTU
IgG4 aKTMBMpPOBaTb KOMM/IEMEHT 3a4acTyto MPOTMBOPEeYMBbI. [10BbILIEHME KOHLLEHTPaLUM UMMYHOI/T06Y/IMHOB @aHHOTO MO/AK/Iacca MOXeT cBUze-
Te/NIbCTBOBATb HE TO/IbKO O PasBUTUN UHPEKLIMOHHbIX U aJIePrUYeCKUX COCTOAHUM, HO U O Haanuum y nauueHta IgG4-conpseHHON NaTonorum.
IgG4-conpseHHas natonorus (IgG4-ClM) — OTHOCMTE/IbHO HeZABHO BbiAe/NeHHas rPynna NaTosIorMYeCKUX COCTOAHMIA, U ee U3yyYeHue CTaHOBUTCA
BCe 60/1ee aKTya/IbHbIM. DTO CBA3aHO C TeM, 4TO OHa BK/IlOYaeT B Ce6A COCTOAHMA, KOTOPbIE PaHee CYMTA/IMCb CAMOCTOATE/IbHBIMU HO30/10T MHeCKUMU
eanHuuamn. B nocnegrue rogbl IgG4-Cl anarHocTupyeTcs BCe Yalle, Tak Kak nosiy4aeT Bce 60/bluee NpusHaHue y MeULMHCKOM O6LeCTBEHHOCTU.
JlaHHbIl 0630p BK/tOYAET HOBEMILYIO MHPOPMALMIO U3 NOCNEAHMX 3apY6eXHbIX Ny6ANKaLUiA.
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Abstract

The physiological role of IgG4 is poorly understood yet. It is known, that they, like other antibodies, are involved in the inactivation and removal of
organism agent, which are identified as foreign antigens by immune system. I1gG4 also release effector mechanisms: contact with the specialized
immune cells, which perform phagocytosis foreign antigens or destruction of the infected cells by antibody-dependet cytotoxicity, after this
interaction. Opinions about the ability to activate complement system are divided. The elevation concentration of that subclass immunoglobulins can
be anindicator not only of development of infectious and allergic conditions, but also the presence of the IgG4-related disease in a patient s organism.
IgG4-rd is a recently selected group of pathological conditions and it is becoming relevant to study. It is because they include the conditions, which
have been thought to be separate nosology previously. In recent years IgG4 -RD has been diagnosed more often, because it has been increasingly
being recognized in the medical community. This review includes the latest information from the latest foreign publication.
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1gG4-CIT — IgG4-conpssxennas nmaronrorus, Tregs — peryasropusie T-knerkn, AT — ayronmmynnbii mankpearnt, I'H — raomepynonedpur,
NCCX — IgG4-conpsxennnlit ckaeposupyiormii xonanrut, [ICX — nepsuansiit ckaeposupytormin xonanrnt, TUH — ry6yaounrepcrunipans-
nbiit Hedput, IPXIIT — sHpOCKONMIECKas peTporpayHas XoOAaHIMOIIaHKpeaTorpadus

BBCACHI/IC 25%. IgG npoaynmpyiorTcs M HAKANAUBAIOTCSA B Opra-

HU3Me B G0ABIINX KoAmdecTsax, ueM IgM. Kpome roro,
WMmmynoraobyaunsr G cocraBasior (5% ot obiiero  oHu 06AapaIOT 60AEE BBICOKUM CIICHU(PUICCKUM CPOA-
KOAMYECTBA [IUPKYAUPYIOIINX AHTUTEA, & BCE OCTaAb-  CTBOM K COOTBETCTBYIOIIIMM ACTEPMUHAHTAM AHTUrE-
HbIE KAACChI IMMYHOTAOOYAMHOB — CYMMapHO OKOAO — HOB U 00pa3yloT ¢ HUMU GOAEE IIPOYHBIC NMMYHHBIC

*Konrakrsl/Contacts. E-mail: windOO7@mail.ru

95



96

REVIEW ARTICLES

Archive of Internal Medicine e Ne 2 e 2017

koMmrinekeol. IgG, Kak 1mpaBuAO, SBASIOTCS OCHOBHBIMU
dakropamMu ryMoparbHOrO 3B€HA UMMYHHOU 3aIITUTHI,
IIPOTUBOACHUCTBYIOIIEIO PA3BUTHIO WHQEKITMOHHOTO
rporiecca B opranusme. Haamdne criermududeckux nm-
MYHOTAOOYAMHOB KAacca G, MOSABUBIIINECS Y 9eAOBEKa
B pPE3yAbTaTe MEPEHECEHHOM OOAE3HU WAM BaKIIMHA-
11U, B GOABITIMHCTBE CAYIaeB CBUACTEABCTBYET O (op-
MUPOBAHUN Y HEI'O UMMYHUTETA K COOTBETCTBYIOIIICT
UH}EKINN.

MMMyHOTAOOYAMHBI BCEX KAACCOB UMEIOT OAMHAKOBBIE
AETKHE TIETTN, HO CTPOEHUE TSLKEABIX TIETICH Y HUX pas-
amaaercs. Y IgG cymjecryer 4 trra TSOKEABIX Iierient
¥, B 3aBUCUMOCTH OT HAAWYUS TOW AU WHOU W3 HUX,
onm noppaspensiores Ha 4 mopxaacca: 1gG1l, IgG2,
IgG3, IgG4.

OtHocureapHas konrenrpauusa IlgG4 B cwiBopoT-
Ke KPOBM B HOPME HIKE, YeM APYTHX ITOAKAACCOB, U
cocraBager Bcero 4%. [loBbiienne KoHIIEHTpATUU
AQHHOTO ITOAKAACCA BCTPEYAETCH IPU  PA3AMYHBIX
6aKTepPUAaNBHBIX (XAQMUAVH, [TUAOPUIECKUIT XEANKO-
6akrep), BUpyCcHBIX (rermarur B, Bupyc JmireriHa-
Bapp) n mapasurapHbIX (9XUHOKOKKO3, acKapuA03,
KAOHOPX03) mHbeknmax. Kpome Toro, kKoamdecTso
IgG4 B cBIBOPOTKE KPOBU IOBBIIIACTCA IIPU HEKOTO-
PBIX AAAEPTUYECKUX COCTOSHUSAX, B YaCTHOCTHU IIPHU
aTOIMYECKNX 9K3eMe u pepmarnre. HepaBHo ory6Am-
KOBAHHBIE PE3YABTATBHI MCCACAOBAHUI CBUACTEABCTBY-
10T 0 3amuTHOM Mexanuame pericrsun IgG4, nperrar-
crByiomeM apdexrusHoMy cBaspBanuio IgE ¢ aanep-
rexom [5].

B nacrosiee BpeMs IpOBOAUTCSI MHOKECTBO UCCACAO-
Banuit o npumenenuio IgG4 B aeuebubIx neasx. Ha-
[puMep, CYIIECTBYIOT IperapaTbl MOHOKAOHAABHBIX
AHTUTEA, KOTOPBIE YCIIEIIIHO KCIIOAB3YIOT B ACICHIH
TakMx 3a00AEBAHUM, KaK aANeprIIecKue KOHBIOH-
KTUBUT 1 puHUT. MeXxaHn3M ACVCTBUS AQHHBIX IIpe-
[1apaToB OCHOBAH Ha HEMTPAAM3AIINHN IEAOBEIECKOIO
sorakcuHa-1!. ITo mpPUBOAUT K YyIHETEHUIO €r0 XeMO-
aTTPaKTaHTHOW (YHKIWU W ITOAABACHUIO MUTPALIIN
203MHODUAOB U APYTHUX KAETOK, DKCIIPECCHUPYIOITUX
CCR3 penenropsl, B odar Bocriarenus. Ha panabIlz
MOMEHT IIPOBOAATCS KAMHUYECKHE HCIBITAaHUA 9¢-
bexTuBHOCTH T1perIapaToB MOHOKAOHAABHBIX AHTUTEA
(IgG4) B orHOIIEHUU TakKuX 3a00AEBAHUM, Kak He-
CIIeInUICECKUN A3BEHHBIN KOAMT, aTOIIMYECKUN ACp-
MaTUT U OYANE3HBIN TIEM(UTOnA,

! Qorakcnn-1 mpepcrasasier cob60i GEAOK, COCTOSIIMI 13 (2 aMu-
HOKMCAOT, KOTOPBIN MOKET IPOAYLIMPOBATLCA CAMBIMH PA3HBIMU
KAETKaMU (B TOM 4HCAE D03MHO(DUNAMU, IITUTEANMAABHBIMU KAET-
Kamy, ¢ubpobracTaMn, KAETKaMu 3HAOTeAns, T-ammdormramu,
MOHOLATAMM M MakpodaraMmu) mocAe X aKTHUBAINN [IPOBOCIIAAM-
TEABHBIMM MEAMATOPAMU. SIBASETCS aKTUBHBIM AUTAHAOM PELIEIITO-
pa 3 xemoknna CC (CCR3), KoTopbIiT TIOCTOAHHO IKCIIPECCHPYETCA
Ha s03uHOuUAax. B HepaBHEM BpeMenn Obiro rokasaHo, 4o CCR3
aKcrpeccupyerca Ha 6azopunax n T-xearnepax 2 Tura, 9To rO3BOAA-
eT cpenaTh rpeartoroskerne o To, uro CCR3 mMosker urpars ornpeae-
AEHHYIO POAD B 3aI1yCKE M COXPAHEHUH BOCITAACHUSL.

[Tosenmrenne konunenrpannn IgG4  obuapysxusa-
AOCh TIPU MHOIMX OOAE3HSAX M CHHAPOMAX, KOTOPBIE
reriepp 06bepnHeHB! B IgG4 — cBA3aHHYIO NATOAO-
ruo.  KamHndeckne wccaepoBaHUS TIPOBOAATCS  BO
MHOI'MX CTpaHaX, OAHAKO CYIIECTBYET eIlle MHOKe-
CTBO HEPEIIEHHBIX BOIIPOCOB OTHOCUTEABHO 3THOAO-
'Y, TIATOreHe3a, AMAarHOCTUKY, ACICHUS M [IPOrHO3a
IgG4-CII. B orewyecrBeHHOIl AnTepatype mpobreMa
IgG4-CIT HeopHOKpPATHO OCBEIarach BO MHOTUX ITy-
O6auKanusax, ocobeHHo B paborax Cepprriesa C.X. n
coasr. [7, 8], a Takxke B nybaukaruu Avicernko [
u coasr. [5]. Kaunuueckue caydam paaHHOrO 3a60-
AeBaHUA IIOAPOOHO onmcaHbl B Irybamkanuax las-
puanbnonn H.C. u coasr. [2], u Bunokyposoit A.B.
u coasr. [1].

B parHOM 0030pe 3a 0OCHOBY B3ATa MHpOPMALINA U3 3a-
pyOesKHbBIX TIyOAnKarnii [23, 28]

[IpeArtoITHTEABHBIM Ha3BaHUEM AASI TOAOOHOTO CO-

crosans  aBasgercsas 1gG4-conpsskeHHas TaTOAOTHA.

OAHaKoO CYITIECTBYET PSA APYTHIX Ha3BaHUM, OITMICHIBA-

IOIUX CYTh rarororuu (32, 42]. OHu BKAIOYAIOT:

+ IgG4-cBazannoe 3a6onreBaHUe

* IgG4-cBazannoe cucreMHoe 3a60AeBaHNE

+ IgG4-cunppom

* IgG4-accormuposanHoe 3ab6oaeBaHNC

+ IgG4-cBazannas ckaeposupyioras 60A€3Hb

* IgG4-cazannas cucreMHas CKaeposupyomas 60-
AC3Hb

* IgG4-cBazannoe ayronmMMynHoe 3a60AeBaHMe

* IgG4-1103UTUBHBIN MyABTHOPIAHHBIN AUM(OIIPOAU-
(epaTrBHBINT CHHAPOM

* Tnnep-1gG4 Gonesmn

* Cucremubmt  IgG4-cBa3aHHbpIil  [TAQ3MOLIUTAPHBIIN
CHUHAPOM

* Cucremupin  IgG4-cBA3aHHBIT  CKAEPO3UPYIOIIIIT
CHUHAPOM

* MyaprudoxanbHbIl GUOPOCKAEPO3

* MyapTH(hOKANBHBI MANOTIATUICCKUN (HPUOPOCKAE-
po3.

OnucaHue M TUCTONOTHU S

Iasubeim kpurepuem IgG4-CII aBasgerca narmdue
AMMQOTIAA3MOIIUTAPHON WHOUABTPAIIUN TKAaHU C
nipeo6rapanmeM 1gG4-110A0KUTEABHBIX TAA3MaTHYC-
ckux Kaetok u CD4+ T-aumdoruros, corpoBoxkpa-
orrericss Gubpo3omM, obAUTEPUPYIOIIUM GACOUTOM 1
riosbirienreM ypoeust l[gG4 B ceiBoporke kposu [13].
V 3HaYMTEABHON YacTU HAIMeHTOB, mpuMepHo 40% B
HEKOTOPbIX rpymmnax [57], kourenrpanus lgG4 B cbI-
BOPOTKE KPOBU ObIAA B HOPME CIIIE A0 HAYana Tepariny,
HECMOTPSI HA HAAMMUE TUIINYHBIX T'MCTOIATOAOTHYC-
CKMX M3MEHEHUIT B TKaHsx [16]. XapakrepHo yayurite-
HIIE€ COCTOSIHUSA IIPU IIPOBEACHUU TEPATINU TAIOKOKOP-
TUKOUAAMH, OCOOEHHO IpU HEOOABIINX (PUOPO3HBIX
U3MEHEHUX B TKaHsax [42].
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Dubpos, acconmuposannbiii ¢ [gG4-CIT, npuobperaer
XapaKTepPHBIN BUA (MPAMOPHOTO»” y30pa, B CBSI3U C I10-
SIBACHMEM B TKAHU YIIOPSIAOYEHHBIX (GuOpoGAACTOB 1
BoCIIaAuTeAbHbIX KAeToK (puc. 1) [13]. Taxke B Tkanu
[IPUCYTCTBYET YMEPEHHOE KOAUIECTBO 03UHOMUAOB.

Pucynox 1. Mpamopnuwiit» hubpos n duphysnas
AMMPOYNIAPHAA WHPUABIPAYUA BOKPYT ANTLOUNITLOS
u cocydos, hopmuposarme obANImepUpPYI0Lero (aeduma.
Figure 1. The «storiform» fibrosis and diffuse
lymphocytic infiltration around blood vessels and
adipocytes, the formation of obliterating phlebitis.

Hcroanuxk narocrpanun: E.M. [Taasiesa u coasr. [gG4-caszannbiit
XPOHMYECKUI [IEPUAOPTHT C PETPOIIEPUTOHEAABHEIM (GrOPO30M. ApXUB
naronornu. 2014;76(2): 32-35; https://www.mediasphera.ru/issues/arkhiv-
patologii/2014/2/030004-1955201427

ANIUAEMUONOTU S

IgG4-CII waie Bcrpedaerca y My>KIUH IIOKUAOTO 1
CPEAHEro Bo3pacra. JTO B IHIEPBYIO OYEPEAb CIIPABEA-
AMBO AA TAKMX PACCTPOMCTB KaK ayTOMMMYHHBIN
narkpeatur (AUII), perporiepuronearbhbiii puépos,
IgG4-conpspkeHHBINT  TYOYAOMHTEPCTUIINAABHBINT  He-
dpur (TUH). Tem He MeHee, pacripepercHre 3a00ae-
BAEMOCTH CPEAU IIPEACTABUTEAEH PA3HONO I10AA He-
CKOABKO OTAMYAETCS TP ITATOAOIMY OPTaHOB TOAOBBI 1
mren. K nnpumepy, IgG4-conpsyKeHHbIN CHan0apeHUT 1
IgG4-conpsiyxeHHBIE TICEBAOOITYXOAM OPOUTHI B PABHOM
CTEIEHM BCTPEYAIOTCS KaK Y MY>KIMH, TaK U Y JKEHIIIIH

[32,59].

B nccaepopanmnu 114 marmmenrtos, umerormux [gG4-CI1,
C OrPaHUYEHHBIM TOPAKEHUEM OAHOI 06AacTH (rOAOBa
U 1es, TOpaKaAbHAas, reriaroriaHkpearobuAnapHas u
PETPOTIEPUTOHEANBHAS) U C CUCTEMHBIM [IOPAKEHUEM

2B HEKOTOPDBIX OTECICCTBECHHDIX MCTOYHNKAX MOKHO BCTPETUTDH TEP-
MUH «myapodopMubliy Gubpos: Hummepman f.C. AyronmmyHHbBIT
naHkpeaTutT — ocobas popma xpoHudeckoro rnankpearnta; PPKITK.
2013; 23(3): 9-15.

(6oaee opmoil 06AacTH), GBINO TIPOBEACHO CPABHEHUE C
y4eTOM AeMOrpahUIecKuX U KAMHUIECKUX [IPU3HAKOB.
B kaskpoit rpyrire marpeHTbl ObIAM [IPUMEPHO OAHO-
ro Boszpacra, or 59 po 68 aer (pauariazon or 42 po 79)
[59]. Bo Bcex rpyiimax, KpoMe HarueHToB C IOPaKeH!-
€M TOAOBBI U I11eU, ObIAU [TIPEUMYITIECTBCHHO MY>KIUHbBI
(715-86%), Ho B rpyiirax ¢ 3a60AeBaHUEM I'OAOBBI U I1IEU
GOAE3HD PACIIPEAEASIAACDH TIpaKTUIecKu 11opoBHy (48%

MY>KIIH).

Hecmorps na nmerormecs: paHHbie, HEOOXOANMO AAAb-
uernee m3ydenne annaemuonrornn 1gG4-CIL Ilepso-
HAYaAbHO BO3HUKAAU TPYAHOCTU B MCCACAOBAHUU ITOM
[TATOAOTMN M3-32 OTCYTCTBUS Y€TKUX AAHHBIX, HEIIOA-
HOM HOMEHKAQTYPbI 1 HEAOCTATOIHON OCBEAOMACHHO-
CTU KAMHUYECKMX CIIELIMAAUCTOB U IIATOAOIOAHATOMOB
0 AAHHOM 3a060AEBaHUM. IDTU TPOOAEMBI ITOCTEIIEHHO
[IPEOAOAEBAIOTCS, ITO AOAKHO CITOCOOCTBOBATH ITOAY-
YEHUIO OOABITIETO TIPEACTABACHUS 00 SITUAEMUONOTUN
IgG4-CIL

Xora IgG4-CII yaie Becrpeyaercs y My)KIUH, CTaAMN
GOAE3HU U TSHKECTh TEIEHMS IPAKTUIECKH HE pas-
AMMAIOTCST Y TIPEACTABUTEAEH Pa3HOro 1oaa. B rpyrie
125 naumenros ¢ 1gG4-CII, nopreepskpeHHONM GUOIT-
CHE, 91CAO BOBACICHHBIX B ITATOAOTUIECKUI ITPOTIECC
OpraHoB, CTEIICHb IOBbIIIeHYs cbiBOpoTodHoro IgG4 u
006111ee COCTOSTHME OPraHU3Ma AaHAAOTUYHBI KaK y MYysK-
YUH, TaK U Y JKeHIH [57].

IIaTrorenes

ITarorenes IgG4-Cll mano wusyden; 10 HEKOTOPBIM
AQHHBIM 9TO ayTOUMMYHHOE PAaCCTPONCTBO C aAAEPIU-
4eckuM KOMIoHeHTOM [13, 43]. Boirno BbickazaHo mipea-
noroskenne, 410 1gG4 urparor orpepeneHHyI0 POAb B
PA3ZBUTUN TOAEPAHTHOCTH K aAAepreHaM U OTBETHOM
peaxiuy Ha HEKOTOPbIe MHQEKIJMOHHBIE areHTbI, OA-
HAKO MX (DU3MONOTHUIECKOE 3HAYCHME AO KOHITA HE 13-
yaero. AyronmmynHocts 1gG4 He Oblra AOKaszaHa, U
[T09TOMY HESICHO, SIBASIIOTCSI Al OHU TTaTOreHHbIMU [22].
DopMUPYIONTUIICA KOHCEHCYC CBUAETEABCTBYET, €TO
IgG4-anTurera He ABAAIOTCA ITaTONCHHBIMH, CKOpee
PETYAMPYIOT OTBETHYIO PEAKIIMIO OPraHU3Ma Ha APYTOM
repBUYaHbIN riporiecc(sr) [36).

[Ipr3Haxy, IMO3BOAUBIIINE TPCATIONOSKUTH Ay TOMMMYH-
HYyIO IIprpopy, o6HapyskuBatorcs ripn AVIT u casamst
co creruUIecKUM KAACCOM aHTUTCHOB THCTOCOBME-
crumocru 11 kaacca [43]. Kpome toro, nuorpa MosKHO
BBIABUTH AHTUHYKACAPHBIC AHTUTCAA U AHTUTEAA K AAK-
Tobeppuny n kapboanruppase 1. Hexoropsie nccae-
AOBAHMS [TOKA3aAd BO3MOKHOE Pa3BUTUE UMMYHHOTO
orsera Ha anturersl Helicobacter pylori (o mexanms-
My MoAeKyasipHOU mMumuKpun) [60]. Beiao BeisiBACHO
OTAOKEHNE MMMYHHDBIX KOMIIAEKCOB B ITOAKEAYAOTHON
JKeAe3e, MOYKaX U HEKOTOPBIX APYIHX IIOPaKEHHBIX
traHsax [19]. Tem He MeHee, pe3yabTaThl MCCACAOBAHII
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OKa3aAMCh BEChMa IIPOTUBOPCYMBBIMU, M HEAB3A AAThH
9YETKOro OTBETA Ha BOIIPOC O POAM ayTOMMMYHHBIX IIPO-
1eccos B pazsutuu AVIL

O HaAMYMUN aANEPTUYIECKON PEAKITUN CBUAETEABCTBY-
eT TOBBIIIIeHNE YPOBHS ITUTOKMHOB Th2 B ropaskeH-
HbIX TKaHAX u noseinenue IgE B ceiBopoTKe KpoBu.
Kpome Toro, Kak ykaspIBaAOCh BBIIIE, Y MHOIUX I1a-
uuentoB ¢ lgG4-CIT Moo 06HAPYKUTH arrepru-
YecKUi prHUT M OPOHXMANbHYIO actMmy. B mepude-
PUYECKON KPOBU YBEAUIHUBAETCS KOAUYIECTBO PETy-
ASITOPHBIX T-KAETOK (ngs), B TIOPAKCHHBIX TKAHSIX
YBEAMYIHMBACTCS YPOBEHD [TUTOKUHOB, ITPOU3BOAMMbIX
ngs, BKAIOYas mHTepAeknH—-10 u Tpancdopmupyio-
it pakrop pocra (TGF)-6era. Th2 nyurokunsr, T
n VIA-10 yaacrsyior B npoayknuu IgG4 [10]. Ao 40%
marimenTos ¢ IgG4-Cll nmeror so3unoduanio mepu-
(pepriecKon KPoBu.

KamHnyeckast KapTuHa

[Tpu IgG4-CIT moxer mopakaTtbCs OAMH HMAU He-
CKOABKO OpraHoB. Yarrje BCTPEYAIOTCH NAIUEHTHI C
pPa3BUTHUEM 0YaroBoro o6pa3oBaHUA B IOPAKEHHOM
opraHe (HarpuMep, MCEBAOOIIYXOAb TAQ3HUIIBI, I10-
YeqHast IATOAOTHS, HAITOMIHAIOIAS [IOY9EIHO-KAETOY-
HYIO KapI[HOMY, Y3A0BbIe 00Pa30BAHMS B ACTKIX) UAT
A dy3HOTO yBeANdeHMs opraHa (HarpumMep, opKe-
Aypounast xeaesa) [32]. [lopaskeHne cpasdy HECKOAb-
Kux opranos Bcrpedaercs y 60-90% Bcex marieHTOB
c IgG4-CI1 [42, 46]. HesaBucumo oT opraHa BO BCex
MTOBPEKACHHBIX TKAHX MOKHO OOHAPYKUTH CXOAHBIC
[TATOAOTUYIECKUE, CEPOAOTUIECKUE U KAMHUICCKUE
[IPU3HAKIL

VBeamtenne AMMQaTHICCKUIX Y3A0B ABASCTCA TaCThIM
SIBACHMEM, CUMITTOMBI ACTMbI M aAAEPTUN BCTPEIAIOTCS
npuMepHOo B 40% caydaes. 3a9acTyio B MOMEHT TIOCTa-
HOBKM AMArHO3a IIAlIMEHTb! 1yBCTBYIOT Ce0S XOPOIIIO
[13]. IIpaBaa, marmenTs ¢ TOAMOPTaHHON [TATOAOTHEN
AO TIOCTAHOBKM BEPHOT'O AMArHO3a B TE€YCHUE HECKOAD-
KHMX MecsleB TepsioT B Macce Teaa ot 20 po 30 dynros
(okoAO 9-14 k).

HepasHo o6HapykeHo, 9T0 0KoAo 1/3 narenTos nme-
10T PA3AMYHBIE CUMIITOMbI CYXOCTU I'AA3 M PTa, aPTPAA-
rum, noseirieHnyio COJ, rurepraMMaran00yANHEMUIO,
HEBBICOKUE TUTPbI peBMaToraHoro dakropa (PD) u
AHTUHYKAEapHBIX aHThuTeA [8].

KAMHUIIMCTBI TaKKe AOAKHBI ObITH rOTOBBI, 9T0 1gG4-
CIT MoskeT UMUTHPOBATH ayTOMMMYHHbBIE PEBMATHYE-
ckue GOAE3HM, TaKUe KaK CUCTEMHas KPacHas BONYAH-
Ka, curppom Illerpena, rpanyremaros Berenepa [48].
MosknHo 3anopo3puth anarto3 IgG4-CIT npu o6Hapy-
SKEHUU M'MCTOAOTUYECKUX TTIPU3HAKOB UAU 1P BBIBAC-
HUM U3MEHEHUN Ha PE3yAbTaTaX PAAUOAOIMIECKUX UC-
CAEAOBAHUI.

ITposasaenns IgG4-CII

Panee ormceiBaAMCh COCTOSIHUS, KOTOPBIE SIBASIIOTCS
npoasreauamu IgG4-CIIL Homenxknarypa, ecan He yka-
3aHO UHOE, BKAIodaer [32, 42]:

* AUII tun 1 (IgG4-conpsreHHDIN)

* IgG4-conpssKeHHbIN CKACPO3UPYIOINTT XONAHIUT

* boaesub Mukyauua (IgG4-corpsskeHHBIN AQKpPUOA-
ACHUT U CUAAOAAECHUT)

+ CKAepOo3UPYIONTUI cCUarOAaACHUT («OryXOAb KiorThe-
pa», IgG4-compspkeHHAsS MATOAOTHUS TOAHVKHEYTE-
AIOCTHBIX KEAE3)

* Bocmaaureasnas mcespoomyxons raaguunsl (IgG4-
COIIPKEHHOE BOCIIAACHHE OPOUTHI MAM OpONTaNDb-
HBIC BOCITAANTEABHAS TICCBAOOITYXOAD)

* XpOHMYECKUIT  CKACPO3UPYIOMINI  AAKPUOAACHUT
(yBenrraenue caesnoit skeaessl, IgG4- conpsukeHHDIN
AAKPUOAACHWT)

+ Iloarpyria marnueHToB ¢ MAMOIATUYECKUM PETPO-
nepuroHearbHbiM puGpozom (Goresab OpMoHAQ) U
cszannbie 3a6oneBatus (IgG4-conpsoreHHbIN  pe-
TporiepuToHearbHbI Gubpos, IgG4- conpsyKeHHbIn
ME3EHTEPUT)

* XpOHUYECKUIT CKACPO3UPYIOIIUI A0PTUT U TIepUa0p-
T (IgG4-corpssKeHHBIN A0OPTUT U TTEPUAOPTHUT)

* Tupeoupnr Pupers (IgG4- conpsprennoe 3abonesa-
HUE [I[UTOBUAHON >KEAE3bI)

* IgG4-conpsyKeHHBINT  MHTEPCTUITMAABHBII
MOHUT ¥ BOCIIAAUTEABHAS] TICEBAOOIYXOAb AETKHX
(IgG4-conpsreHHOE 3a60AEBAHUE ACTKIX)

* IgG4-conpsprenHoe modedHoe 3ab6oreBaHUE (B TOM
YUCAC TYOYAOMHTEPCTUIIMAABHBI HeDpUT 1 MeMOpa-
HO3HbII raoMepyroHedpur (I'H), Bropudassie o or-
sorrennio k [gG4-CIT)

* 1gG4-conpsprenupiit runnopu3nt

* IgG4-corpsayKeHHBIN TAXUMEHUHTUT

* IgG4-conpspreHHass CPEAMHHOE ACCTPYKTUBHOE IIO-
paskeHne’.

ITHEB-

Ha pasHBIII MOMEHT M3ydaeTcst 9acToTa BCTPEIAeMO-
CTM PA3AMTHBIX TIPOSBACHUN 3a60AEBaHUA U UX KOM-
OWHAITAIT TIpU CHCTEMHOM MOpaKeHNN. B KavecTse
1puMepa, 1pu nccaepopanuu napeHTos ¢ AV 6pian
BBIABACHBI MTOPAKEHUA APYTUX OPTAHOB, B TOM YHCAE
AMMGaACHOIIATHA  BHYTPUTPYAHBIX  AMMQATIICCKIX
y3nr0B (B 80% cayuaes), nmopaskeHUe BHETTAHKPEATUYE-
CKHMX CETMEHTOB JKEATHBIX ITPOTOKOB (74%), CAE3HBIX 1
CAIOHHBIX Keaes (39%), runorupeos (22%), perporie-
puronearbubiit Guopos (13%) [24]. Opnako AWTT Geia
06HAPYKEH TOABKO Y 17% 06cAeAOBaHHBIX TIAI[MCHTOB
¢ IgG4-CII cae3HOIT, OKONOYIITHOW U IIOAHVKHEYC-
AIOCTHOM JKEAE3, TAK)KE B ATO I'PYIIIIE OBIAN BBLIBACHBI
nHTepcTUInarbabii Hedput (17%) 1 MHTEPCTUTIAAD-
HbIl 1HeBMOHUT (9%).

3 Midline destructive lesion (MDL) — Takke U3BECTHOE KaK «AeTanb-
Has CPEAMHHAA I'PaHyAEMay, IIPEACTABAAET cOO0M (PrOPO3HO-ACCTPYK-
TUBHBIN ITPOIIECC, XapaKTePUIYIOIUICS ITPOTPECCUPYIOIIEN dPO3UeN
HOCa, IIPUAATOMHBIX [1a3yX 1 Heba.
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Beccummromuan 1gG4-conpspkeHHas reHeparn3oBaH-
Hasa anMpapeHonarua Berpedacres y 80% mannenTos
¢ AWII [24]. VBeanuenne AnMpaTHIeCKUX Y3M0B, Kak
[1PABMAO, COBITAAAET C APYIMMU KAMHIYECKUMU M Ad-
60paTOPHBIMU TIPOSBACHUAMHU CHUHAPOMA, HO TaKXKe
MOJKET SIBASITBCS HAYaAbHBIM 1 €AUHCTBEHHBIM [IPH3HA-
koM Goaesnu [15]. Aas nocranosku anartnosa l[gG4-CI1
6uoricust AMMGMATIMECKUX Y3A0B HEI[EACCO00pasHa, Tak
KaK OHU PEAKO ITOABEPIAIOTCA XapaKrepHoMy Grubpo3sy,
a 60ABITIOE KOANIeCTBO 1gG4-TIONOKUTEABHBIX KACTOK
MO;KHO OOHAPYKUTh U TIPU APYIUX 3ab6oaeBaHMAX. [To-
3TOMY AASl BepUPHUKAIINN AWArHO3a HEOOXOAMMO TIpO-
BOAUTD OHOTICHIO APYTUX OPTAHOB.

B mccaepoBannn 114 manpeHTOB ¢ MOpaKeHUEM pas-
AMYHBIX OPraHOB AUMdapeHoIaThA Berpedanach B 41%
cay4aaes [60]. lHOrpQ cUMITTOMBI BO3HUKAIOT M3-3a AAB-
A€HUS YBEAMEHHOI'O AMM(ATUYECKOrO y3Aa HA OKPY-
JKAIOIINe TKaHU, OTACABHBIE Y3AbL, KaK [1PABUAO, He 60-
Aee 2 CM B pgmaMerpe, HO MOTYT pocturath u S e [15].

Kax 1ipaBnno, B 1poriecc BOBAEYEHbI HECKOABKO TPYIII
AMM(PATUIECKIX Y3A0B; HANOOAEE YaCTO TOPAKAIOTCS
MEANACTUHAABHbIE, TPYAHbBIE, BHYTPUOPIOIIHBIE U TIOA-
MBIITIEIHBIE, YTO ACTKO 0OHAPYKUBAETCS TIPU CKAHMPO-
BaHMM C raaneM-67 [44]. AumdapeHonmaTus, Kak rpa-
BUIAO, HE TIPOTPECCUPYET, & CAMU Y3AbI IAACTUIHbIE.

V marmeHToB ¢ AnMQapeHOTaTHEN MOXKET ObITh OOHA-
pysxeno nossitienne yposrsa lgG4, ceiBoporounsix IgG
u IgE, moaukronanbHas rurepraMMarnOOyAnHEeMUs 1
[IOBBIIICHUE CKOPOCTU OCEAAHUS IPUTPOLIUTOB.

AuddepeHrmanbHyio AMarHOCTUKY F'eHEPAAN30BAHHON
AMMQpaAACHOIIATUY [IPOBOAAT € TAKUMU COCTOAHUAMU
KaK CapKOMAO03, MyAbTHIIeHTpudecKas OoaesHp Kacr-
Aemana', MHGOEKIMOHHBIC 3a00AcBaHUS (HATIpUMeEp,
TyOepKyAes), AMMGbOMBI AN APYTHE 3MOKAICCTBCHHBIC
HoBooOpazoBanus. 1gG4-conpsoxkenHas AumbapeHo-
HaThA OTAUMAETCA OT IePEeIMCACHHBIX 3a00ACBaAHUI
YMEPEHHBIM YBEAUYCHNUEM AUM(DATUIECKUX Y3A0B, M-
CTOAOTMYECKON KaPTUHOM, OTCYTCTBUEM KAMHUYECKUX
[IPU3HAKOB, ¥ XOPOIIIEN peaKirell Ha Tepariio TAI0KO-
Koprukonpamu [13]. V maruenros ¢ AByCTOPOHHE BHY-
TPUTPYAHOU AMM(DAACHOIIATHEN MOKHO 3aITOAO3PUTH
CapKOUAO3.

* boaesns Kactaemana (anrrnodoarnkyasipaas rureprinasus AnMari-
9ECKUX Y3AOB) — peAKoe A0GpoKadecTBeHHOE AnMporiporndepaTvis-
HOE 3a00A€BaHNE C AAUTEABHBIM OECCUMITTOMHBIM TEYEHUEM, aCCOLIH-
leOBaHHOC C LLII/IPOKVIM Cl'[eKTpOM ayTOVlMMyHHbIX M OHKOAOI'MYIECKUX
3a00AEBAHUI M PUCKOM Pa3BUTHA HEXONKKUHCKON AMMpOMbL. MyAb-
TULIEHTpUYecKad 60ae3Hb Kactaemana — peaknit BapuanT bK. Kannn-
9ECKU IPOABAACTCA 11eprepIecKor AMMQaACHOIATUEN 1 OpPraHOME-
raAmei (rermarocraeHoMeraAns serpedaercs B 63% cayaaes). 3 apyrix
IIPOABACHMUI, ITO3BOASIONINX 3a110A03pnTh MBK — Anxopapka, roxyae-
Hu1e, GOAEBOM CHHAPOM, KOKHBIN 3YA, OABIIIKA, AVCTICIITIHECKIE Pac-
crporicTsa. AMarHo3 CraBUTCA Ha OCHOBAHMU CHEIM(UIECKON MMMY-
HOTITICTOXUMHIIECKOM KapTUHBI B TIOPAKEHHOM ANM(ATHICCKOM Y3AC.

AVTOUMMVHHBIV HAHKPEATUT

AWIT turr 1 saBAsieTCst caMbIM TUTTMYHBIM [TPOSIBACHUEM
IgG4-CI1. Pactipocrpanennocts ero B fronnu cocras-
aser 0,82 ra 100 000 weroBek, HO BEPOSTHO ITOT T10-
Ka3areAb 3HAYUTEABHO BBIIIIE, TaK KaK [IPU3HAHUE ITO
HO30A0TUYECKOT EAMHUITHI HAYAAOCh OTHOCUTEABHO He-
aasHo [41]. Ha parnbiin MoMenT BbipeaeHo 2 turia ANTT;
turt 1 — IgG4-conpspkennsint AV, takke o6o3naya-
ercs Kak AMMQDOIAA3MOITUTAPHBIN CKACPO3UPYIOTITUNI
nankpearur [46].

AWII Berpevaercs puMepHO y 2% IAMEHTOB ¢ XPO-
HUMECKUM ITaHKpearnToM. dalije Bcero oH IpoABASeT-
€Al 0MAroBbIM 00PAZ0OBAHUEM B ITOAYKEAYAOTHON SKEAE3E
nAM 6e300AEC3HEHHON JKEATYXOM, M MOKET OLIMOOTHO
IIPUHUMATBCA 3a 3A0KadecTBeHHBIN Iiponecc. ANII
Thra 1 poABAAETCA OCTPBIM, PEIUAMBHUPYIOINM UAT
XPOHMMECKUM TTAaHKPEATUTOM, YacTO aCCOI[MHMPOBAH-
HBIM ¢ caxapHbIM AraberoM. [Ipu mcrionb3oBaHMM MH-
CTPYMCHTAABHBIX METOAOB AMArHOCTHKN 0O6pariaeT
Ha ce6a BHUMaHUe AUGQY3HOE YBEAUMYEHUE TTOAXKEAY-
AOTHOI SKEAE3BI, €€ (KOAOACOBUAHASY CTPYKTYpa, U 006-
IIUPHBI TIEPUPEPUICCKUI OTEK. JTU OCOOCHHOCTH
XOPOIIIO BUAHBI IIPY KOMITBIOTEPHON TOMOrpaduu op-
raHa. B 60ABIIIMHCTBE CAYIaEB IPUCYTCTBYIOT U APYTHE
conryrersytorue  1possaeuusa  1gG4-CII, mampumep
IgG4—corpsyKeHHBINT  CKACPO3UPYIOLINIT  XOAAHTHUT,
AnM@AACHOIIATHA, BOBACUCHUE B IIPOIECC CAIOHHBIX
VAU CAC3HBIX JKEAE3.

Auddepennuposars AVIL or xapiiuHOMBI MTOAXKE-
AYAOUHOI JKEAE3bl MHOLAA 3aTPYAHUTEABHO M3-3a
CXOXKECTU KAMHUYeCKuX Impossienuit. llpm onko-
AOIMYECKOM 3a00A€BAHMN B TKAHU ITOAKEAYAOIHON
JKEAE3Bl TaKKe MOryT ObITh o6HapyxeHsl IgG4-
[TOAOKMTEAHBIE TIAA3MATHUICCKUE KAETKH, XOTSI U B
MeHbiIen cremenn, Tem npu AWIIL. V HexoTopbix
IMAlIMEHTOB € KapIIMHOMOM ITOAKEAYAOTHON SKEAE3BI
BO3MOYKHO IIOBBIIIIEHHE YPOBHA cbiBOpoTodHOro I[gG4
(> 135 Mr/an), XOTS OH, Kak TIpaBUAO, MEHEE YEM B ABA
pasa TIPEBBIITACT BEPXHIOIO TPaHUITY pedepeHCHOTO
3HaucHMUA. TakuM 06pa3oM, TIPU TTOBBIIIICHUN COACP-
skanng IgG4 B KpoBU HEAB3S OAHO3HAYHO MCKAIOYUTD
3M0KadecTBeHHOEe HOBooGpazosanue [41]. Perpo-
CIIGKTUBHBIN aHAaAM3 ACMOHCTPUPYCT BBIIIONHCHUE
[MaHKPEATOAYOACHAABHBIX pe3eKInil y 60npHBIX ANTI
B CBA3U C ITOAO3PCHUIEM HA OITYXOAB ITOAKEAYAOTHON
skeaessl. B CIIIA, maripuMep, peTpoCIIEKTHUBHO, I10
pPE3yABTATAM TMCTOAOTMYECKUX MCCACAOBAHUIN IIOCAE
PE3EKIINN TOAKEAYAOUHOT skene3bl, AVIT 6bin BbLAB-
AeH B 10-11% cayaaes. AHanma paHHBIX 3apy6GEKHBIX
KAMHUK 1 UHCTUTYTA XUpyprun uMmenu A.B. Burirres-
CKOIO II0Ka3ajn, 4TO BCE PE3CKIIUU ITOAKEAYAOTHON
JKeAe3bl, BbIloAHeHHble 110 1osopy AMII) composo-
SKAAAUCH OOABITIET TEXHUYECKOM CAOKHOCTBIO, KPO-
BOITOTEPEH, TIPOAOAKUTEABHOCTBIO U GOABIITUM THC-
AOM OCAOKHEHHUII I10 CPABHEHUIO C OINEPALIMSIMU I10
[TOBOAY paKa ITOAKEAYAOTHOM KeAessl [1].
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IcG4-conPAKEHHBIM CKAEPO3UPVIONTUM
XOAAHTUT

[gG4-conpspKeHHBI  CKACPO3UPYIONIAN  XOAQHTUT
(MCCX) siBasiercst rerratobranapHbiM BapruanTom [gG4-
CIT u wacro csszan ¢ AUTT tun 1 (710%). HauGoaee ua-
creie Kannndeckue cummromsl npu ICCX — skearyxa
(77%), moreps Beca (51%), ymeperHass aGAOMUHANbHAS
60ab (26%), creatopest (15%) n BHOBDL copMupoBas-
mmiics auaber (8%) [3].

K cokaneHuio, KAMHUYECKOE PA3AMMNE MEKAY Ilep-
BUMHBIM CKAEpOo3upytommuM xoranrutoM (I1CX) n/uan
xonraHrnokapauuomon u MICCX moxxeT OBITH 3aTPYA-
HEHO. broricus TKaH! OCYyILIECTBAAETCA [IPU [TOMOILN
9HAOCKOIIMIECKON PETPOrPAAHON XOAQHTHOIIaHKpE-
arorpadun (APXIIT) u He Bcerpa ypaercst TOAYIUTh
MaTepuan AN OIIPEACACHUA MNICTOAOTUIECKOM KapTh-
wbI [10].

[Tpn MICCX MoxeT ObITh 3HAYUTEABHO ITOBBIIIIEH YPO-
Berb IgG4 B chiBoporke KpoBu. Ha xonanrnorpammax
BUAHBI CEIMEHTAPHbBIE CTPUKTYPBI M CTPUKTYPbI AKC-
TaABHBIX YKEATHBIX ITIPOTOKOB, B TO Bpemst Kak ripu [1CX
OIIPEACASIIOTCS «OYCO-TTOAOGHBIEY CTPUKTYPBL. Passnurne
[ATOAOTMIECKUX M3MEHEHUI B ADYTHX OpraHaX 1 X0PO-
I1asi peaKIysl Ha Teparivio MIOKOKOPTUKOMAAMI TaKKe
riozsosier 3aropo3purb MMCCX [3].

B opHOM M3 mMccaepoBaHMIT TIOKA3aHO, ITO Y TAITMEH-
TOB C XOAAHTMOKAPIIMHOMOM B OTAMHYME OT ITalleHTOB
¢ IgG4-conpspkeHHBIM CKACPO3UPYIOITNM XOAAHIUTOM
Jare OOHAPYKUBAIOTCS JKEATYXA, YBEAMYIECHUE TIOA-
JKEAYAOTHON >Kenes3bl M AnMQaTuieckux y3nroB. Kpome
TOTO, Y TAKMX TIAITMEHTOB, KaK IIPABUAO, GOAEE BBICOKHE
KOHTIeHTparmu Ouanpyomta u oakomapkepa CA 19-9 B
CBIBOPOTKE KpoBM [51].

IToPAKEHUME CAIOHHBIX
U CAE3HBIX JKEAE3

ITopaskeHne CAIOHHOM JKEAe3bI ABAAETCA 9aCThIM IIPOSB-
areanem [gG4-CI1. V naimeHToB 910 POSIBASIETCS yBE-
AMYEHMEM CAE3HBIX U CAIOHHBIX JKEAE3 (OKOAOYIITHBIX
U/VAM  TIOAHVKHEYEAIOCTHBIX) WAM  OAHOCTOPOHHUM
VAW ABYCTOPOHHHUM CKACPO3UPYIOIINM  CUANOAACHU-
TOM ITOAHIKHEYEAIOCTHBIX Keaes. Paree artn cocros-
HUS Ha3bIBaAd GOAEC3HBIO (MAM CHHAPOMOM) MUKyAMYa
u oryxoabio KiorTHepa cooTBETCTBEHHO, U OIINOOTHO
CYMTAAM PA3HOBUAHOCTHIO cuHApoMa [llerpena. ¥ muo-
JKeCTBa [areHToB Obia orcad cuHppoM Illerpena ac-
COITMMPOBAHHBIN € ayTOUMMYHHBIM [TAHKPEATUTOM, H,
BeposTHO, 310 6bina IgG4-CIL

BBIn0 IpOBEACHO MCCACAOBAHUE TAIJUEHTOB, KOTOPBIC
10 KpUTEPUAM Horaparu u mop cunppom Illerpena
n nop 1gG4-CIL Ilossimenue yposusa IgG4 B coiBo-
pPOTKe KPOBU OBIAO OOHAPYKEHO ¥ 1,5% B KOTOpTE M3
133 manMeHToB ¢ ACHO BbIPAKEHHBIMU KANMHUYIECKU-

MU IpU3HAKaMu IepsudHoro cuuppoma Illerpena
[39]. ¥ marmenTos ¢ nopsiennsm yposaem lgG4 or-
Me4YaeTCss BBICOKAS YacTOTa BBIABACHUS KAMHUYIECKIX
npuzaakos 1gG4-Cll (ayronMMyHHBIN [TaHKPEATUT,
QyTOMMMYHHBIM XOAQHTUT M MHTEPCTUITNAABHBIN He-
¢dbpur), a Takke GOACE HU3KHE TTOKA3ATEAM AHTUHY-
kneaphbix, anti-Ro/SSA u anti-La/SSB ayroanTuren.
Kpome roro y 2,3% nanueHTos rmpu 61orcum ryoHbIxX
CAIOHHBIX JKeAe3 OBIAO OOHAPYKEHO OOABITIOE KOAUYE-
ctB0 IgG4-110A0KNTEABHBIX TTAA3MATUICCKIX KACTOK.
Bepositno, y 6oablinHcTBa 9THX IALMEHTOB ObIAa
IgG4-CI1, a pnaraos cuappom Ilerpena nm rocrasu-
AU OIINOOYTHO.

KamHundeckne 1pu3HaKky, KOTOPbIE XapaKTepU3yIoT
IgG4-compssKeHHBINT CHAAOAACHUT U TTO3BOASIOT OT-
AmanTb ero ot cuappoma lllerpena, Bkatouaror [37]:

* Memblliee 9MCAO TAIIMEHTOB C CYyXOCTHIO BO PTY, CY-
XOCThIO TAa3 uAn aprparrusmu (38%, 33% u 16% 1o
cpasaenmio ¢ 87%, 94% u 48% coOTBETCTBEHHO).
HecMorps Ha 3HAYNTEABHOE YBEAUYEHUE CAE3HBIX U
CAIOHHBIX JKeAe3, MAIlfUeHThl UCIIBITBIBAIOT HE3HAYN-
TEABHYIO CyXOCTB I'Aa3 M CYyXOCTh BO PTY

* Bonee BbicOKas 4acTora aAAepruvdecKoro puUHUTA U
6pouxuarbHoit actmel (41% u 14% o cpasHeHUIO ©
7% 1 3% COOTBETCTBEHHO)

* Bonee Boicokast wacrora AUIT u narepcrunparpHo-
ro Hedpura (17% n 17% 1o cpasuenuio ¢ 0% u %
COOTBETCTBEHHO)

* boaee HM3KME KOHIIEHTPAIIUU ayTOAHTUTEA, B TOM
YICAE PEBMATOMAHOIO (pakTopa, aHTHUHYKACAPHBIX
arTuren, anti-SSA, anti-SSB (27%, 23%, 2% n 0%
o cpaBHeHUIO ¢ 87%, 90%, 100% n 100% cooTser-

CTBEHHO).

Taxxe OBIAO IIPOBEACHO MCCACAOBAHUE IIAlIMEHTOB
¢ IgG4—corpsyKeHHOM I1aTOAOTMEI CAE3HBIX JKEAE3
(IgG4-conpsrernsiin parproapeHunt) [47]. Xapakrep-
HO ABYCTOPOHHEE IIOPAYKEHUE CAEC3HBIX JKEAE3, XOTA Ha-
9ano 3a60AeBaHNA MOKET OBITh ACMHXPOHHBIM. [T1cTO-
AOI'MMECKME M CEPONOTMYECKUE PE3YAbTAThl aHANOIY-
HBI TEM, YTO HAOAIOAQIOTCS IIPU CHAAOAACHITE U APYTHX
dbopmax 6orezHm.

ITo mexoropemm panabM, 1gG4-CII cocraBasior ot
25 po 50% ot Bcex 0pOUTANBHBIX IICEBAOOITYXOAEH,
B TOM HYHCAE W TeX, KOTopbie A0 orpeperenns 1gG4-
CII 6biAm AMarHOCTHPOBAHBI KaK AOOPOKAaYeCTBEHHAS
anMounpnan rureprinasua. Tawke IgG4-CIT mpm-
3HAETCs Kak npuanHa opourasrpHoro muosnra (IgG4-
COTIPSKEHHBIN OPOUTAABHBIN MUO3UT), KOTOPBIN 3a4a-
CTYIO TIPUBOAUT K PA3BUTHIO 9K30(TaAbMa Y TAIIEHTOB
¢ pannbiM 3a60aeBanvem [40].

Heap3st orpepeneHHO CKazaTh IIPEAPACTIOAATAET AU
IgG4-CII x pazsuruio MALT-AumMdomMbr nAn Apyrux
AnMdOM TIPUAATKOB TAasza. beino sapermcrprposaHo
HECKOABKO TaKMX CAYYaeB, HO HEOOXOAUMbBI AAAbHEM-
e uccaeposanust [52].
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PETPOIIEPUTOHEAABHBIN ®UEPO3
Y CBA3AHHBIE C HUM PACCTPOMCTBA

Perporniepuroneansuniit GuOpPo3 SBASETCS OAHOM W3
nan6onee yacro Berpedatonuxcs opm IgG4-ClII. Pe-
3YABTATbl HECKOABKUX CEPUN MCCACAOBAHWI TO3BOAS-
10T 11peArtonoKuTh, uto IgG4-ClI asasercs npuannon
GOABITIMHCTBA CAYIaeB PETPOTIEPUTOHEANBHOTO GrbPO-
3a, KOTOPBIN paHee pPacCMAaTPUBAACA KaAK (MAMOIATH-
qeckuin. [1o paszupim parabM 0T 30 A0 60 cayuaaes pe-
TPOIEPUTOHEANBHOTO GrBPO3a ABASETCS IIPOSBACHUEM
IgG4-CIlL. llpu pamroM 3a060A€BaHUUN  PA3PACTAHISL
(pubpo3HON TKAHU € BBIPAKEHHBIM BOCHAAATEABHBIM
nHOUABTPATOM HAMOOAEE TACTO OOHAPYKUBAIOT B 00-
AacTu GPIOITHOM a0PThI, TOAB3AOIIIHBIX APTEPUH, ITOA-
SKEAYAOTHOM >KEAE3bI, MOIETOTHIKOB U ITOIETHDIX apTe-
puit. KAMHUYeCKN 9T0 IIPOABAAETCA KOMIIPECCUEN pas-
AMMHBIX aHATOMUYECKUX CTPYKTYP pazpacTaHuaMu (pu-
6posHoit TKaHu [6]. B HekoTophix caygasx abdexrusHa
Teparus raokokoprukonpamu. [locranoska pnarmosa
IgG4-CII mosker ObITh 3aTpypHEHA K3-32 OOIIMPHBIX
pubpo3HBIX MBMEHEHNT.

Bo Bcex 14 cayuwasx IgG4-cornpspreHHoro perporie-
puToHeaArpHOTO (HrOPO3a, COOPAHHBIX B OAHOM 00-
30pe, TMPHUCYTCTBYET MOPAKEHUE APYIUX OPraHoB, B
TOM 9HCAE TTOAKEAYAOTHOM keaesbl (11 rmarmeHToB),
CAIOHHBIX JkeAe3 (3 marmentTa), AnM(paTUIeCKnX Y3A0B
(2 marmenTa), B OAHOM CAyYae rmopaxkeHune rurnodusa,
U eI1le B OAHOM CAyYae MEANACTUHAABHBIN [T€PUA0PTUT
[50]. Tarxe ormcanbl cayqan msoauposanHoro lgG4-
COIIPSKEHHOT'O PETPOIIEPUTOHEAABHOTO GrbPO3a.

Ornncansr cayaan, xorpa IgG4-ClI crana mprranson
Pa3BUTUA CKAEPO3MPYIOIIEr0 ME3CHTEPUTA, CKAEPO3U-
PYIOIIIEr0 MEANACTUHNTA U MYABTHU(HOKAABHOTO (prbpo-
cKaeposa [25].

AOPTUT 1 IEPUAOPTUT

IgG4-CII 6bira mpmsHaHa OAHOWM W3 IPUYUH HEWH-
dbexrmonnoro aoprura [50]. Cpean manmeHTOB, KO-
TOPBIM ObIAA IIPOBEACHA PE3EKIIUA yIacTKa aopTbl, B
PETPOCIIEKTUBHBIX ITaTOAOIOAHATOMUYECKIX KCCAE-
AOBAHMAX OBIAML BBIABACHBI GOABHBIE ¢ AUMQOIINA3MO-
LIUTAPHBIM A0PTUTOM, BOCIIAAUTEABHON aHEBPU3MON
GPIOIITHOIO OTAEAA A0PTHI 1 OPIOIIHBIM [TEPUAOPTUTOM

[31, 49, 50].

IgG4-conpascennviii. mopaxarvruit aopmum. B reueHne
5 AeT B CeBEPOAMEPUKAHCKOM GOABHUIIE TIPOBOAUAOCH
nccaepoBatme 638 MalueHToB, ePeHECIINX PEe3EKITNIO
(bparmenTa a0PTHI, TPEM U3 YETHIPEX ITAITMEHTOB C AUM-
borrazMorrapHBIM A0PTUTOM HA OCHOBAHUU THCTO-
noruu BoicraBaeH aunartos l[gG4-CI1 [49]. Dru 3 nanwm-
enra cocraBunu 9% u3 33 caydaeB HEMH(EKI[MOHHOTO
aoprura u 0,5% or Bcex cAydaeB pe3CKLUI a0PThL. DTU
TPU HarreHTa GbIAM MY)KIMHAMU B Bo3pacte ot 65 a0

76 aer [50].

B 6oabnune Aronuu rakske ObIAY BbIABAECHBI 2 ITaliy-
enra (1,6%) ¢ I[gG4-corpsKeHHBIM a0PTUTOM CPEAT
120 60ABHBIX, IIEPEHECIINX oTtepaliuio Ha aopre [30].
B aomoanenue y 3 manueHTOB C aTEPOCKAEPOTHYC-
CKUMU W3MEHEHUSAMM, HO 0Ge3 APYIMX I[POSBACHUI
IgG4-Cl1, 6b1a1 06HAPYKEHBI AHAAOTUYHBIE MH(UAD-
Tparbl ¢ IgG4-TIOAOKUTEABHBIMU MTAA3MATUYECKUMUA
krerkamu. CAeAyeT AU HMaIfMeHTOB € SIBHBIMU aTepo-
CKACPOTUYECKIMU U3MEHEHUAMU OTHOCUTbD K IPYIIIIE
nanuenTos ¢ 1gG4-ClIl okonYaTeApHO He BBIACHEHO

(30, 50].

LgG4-conpaacennviii abdommunarvnoni aopmum. Ilo pesyan-
TaTaM MCCACAOBAHUA B MEAMIIMHCKOM LieHTpe fronnmn
3a mepnop, 15 aer, 4 n3 10 marmeHTOB © BOCTTAAUTEND-
HOM aHEBPU3MOI OpIoImHom aoptsl crpapaior 1gG4-
CII, 4ro moarsepkpaerca HaamdmueM HUHOUAbBTpATA C
IgG4-110AO>KUTEABHBIMH [TAA3MATUYECKUMU KAETKAMU
u tiosoiienvieM 1gG4 B ceiBoporke Kposu [31]. Bee ma-
IIIEHTHI B Bo3pacre oT 58 Ao 72 aer. BocrraamTenbHbIN
aBGAOMIUHAABHBIN A0PTUT CBA3AH C PETPOITEPUTOHEAND-
ubiM bubposzom [50].

3ABOAEBAHUA IMUTOBUAHOM KEAE3BI

Beiau onucaHbl ABa BapuUaHTa MOPASKEHUS IUTOBUA-
Hott xeaessr: Tupeoupnt Pupens (lgG4- conpskentoe
3a00AEBAHUE TTIUTOBUAHOM >KeAe3bl) U (PUOPOIHBIN TH-
peouanr Xamwmmoro [34, 35].

3ABOAEBAHUA AETKUX U ITIAEBPBI

brino 3aduxcuposano mMHOXKecTBO caydaes 1gG4-
COIIPAKEHHBIX 3a00A€BAHUI AETKUX, KOTOPBIE MOI'YT
1poTeKaTh 6ECCUMIITOMHO UAU IIPOABAATHCA KALLIAEM,
KPOBOXapPKAHMEM, OABIIIKOM, IIACBPUTOM HUAU GOABIO
38 TPYAMHOM. BO3MOKHBI I1CEBAOOIIYXOAU M MHTEP-
CcTUITMAAbHAs MHEBMOHMA accormnpoBadabie ¢ AT
[60]. MoskeT HaBGAIOAATHCS YTOAITICHUE BUCIIEPAAD-
HOM 1 [IapUETAABHO IIAEBPDI, B [I0PAKEHHBIX TKAHAX
oOHapyxuBaiorca AnMQOoIna3MoIuTapHble THPUAD-
Tparsl, o6oranierHbie IgG4-10A0KUTEABHBIMU TTAA3-
MATUIECKUMU KAETKAMH, C OdaraMu XapaKTepHOTrO
dubposa. Ilpu IgG4-CII obrurepupyiommit aprepu-
WT 9Yallle BCTPEYAeTCsA B ACTKUX, 9€M B APYIMX Opra-
Hax [59]. Beiau onmcambl YeTbipe THUIA TOPAYKEHUS
AEIKUX:
* TBepaplit y3enoK
* bpomxosackyasipHbIi (¢ yroAreHneM 6pOHXOBACKY-
ASIPHBIX ITy9KOB M MEKAOABIATBIX [1€PETOPOAOK)
* AABBEONSIPHO-MHTEPCTUIIMANBHBIN  («COTOBOE»  Aer-
KO€e, GPOHXO03KTa3bl, CAMITTOM (MATOBOTO CTEKAA)
* OGpazoBaHus OKPYIAOH (HOPMBI, 3aTEMHEHUS B BUAE
@MATOBOTO CTEKAQY.

SHAIUTEABHBIC TPYAHOCTH IIpeAcTaBAsieT Auddepe-
nmaabHas amarHoctuka IgG4-CIT ¢ capromposzom.
IIpoBoaAMAOCE HCCACAOBAHIE HALTUEHTOB C IIOAO3PCHU-
€M Ha CapKOUAO3, Y KOTOPBIX OBIAN BBIABACHBI ABYCTO-
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pPOHHEE YBEAMHMEHNE BHYTPUTPYAHBIX AMM(ATIIECKIX
Y3A0B u/uAm y3eaku B Aerkux 1ipu KT-uccaeposanum
IPYAHOM KACTKI. Y HEKOTOPBIX NMAIICHTOB 0OHAPY>KE-
Hbl BoicoKue yposuu IgG4 B cbIBOpOTKE KpOBH, HpU-
1eM ypoBHU OGponxoarbBeorspubix 1gG4, IgG4/IgG,
IgG4/IgG3 y Takux GOABHBIX 3HAYUTEABHO BBIIIIE, IEM
y HAI[MEHTOB C HOPMAABHBIM YPOBHEM ChIBOPOTOYHOIO

1gG4 [53).

BOAE3HU ITOYEK

Orrcano MHOKECTBO CAYYaeB OPAYKEHUA ITOYEK Y AIO-
aert ¢ IgG4-Cl1; «are Bcero 910 TyOYAOUHTEPCTHULIM-
anbubitt Hepur (TVIH). Kak npasuao, panmas ¢opma
3a00ACBAHUA [IOPAKACT MY)KIMH CPEAHEro BO3pacra
1 TOKUABIX. [HcTOAOTIIMECKHE M AaBOPATOPHBIC TIPU-
3HaKM aHaAormIHBI TakoBeM Tipu AVII. VmeroT mMecTo
0YaroBbIC MOPAKEHUA TKAHU, UMATHPYIONINC 3A0KaYe-
CTBEHHBIC HOBOOOPA30BAHNA.

W3 HECKOABKMX MEAWTITMHCKHUX IIEHTPOB ArnoHun co-
6paau 153 venroseka c mopozpennem Ha [gG4-CIT ars
PETPOCIIEKTUBHOTO MCCAEAOBAHUS M OOHAPYKUAU Y
23 manuenTtos (15%) sropuansin TUH [45]. 3a uc-
KAIOYEHIEM OAHOIO YeAOBeKa, Bce TarueHThl (96%
¢ TUH) umean u ppyrue uposeaenus IgG4-CIL
K 9TuM 1posBA€HUMSAM OTHOCHUAMCH: CUAAOAACHUT
(83%), numbapenonarus (44%), AUIT (39%), aakpu-
oapenutr (30%), mopaxkenus: rerkux (26%), a Takxe
nopaxkenue pApyrux opranos. ITomumo THH y 3 u3
23 nanuenTos 6bIA OGHAPYKEH YMEPEHHBIN Me3aH-
ruornpoaudeparuBubiin raomepyroredpur (I'H), B
1 caydae Gbian 0OHaAPYKEHBI MeMOpaHO3Hass Hedpo-
[TaTHUs 1 04aroBast CerMeHTapHas NHTPAKATTMAAIPHAS
TUIIEPKAETOIHOCTb.

IToueunsie HapyiIeHUA ObIAM BBIABACHBI IIPU HapYyIIIE-
UM QYHKLMM OpraHa M/UAN C TIOMOIIBIO MHCTPYMEH-
TaABHBIX METOAOB: M3MCHECHHE TIOUCTHOTO PUCYHKA Ha
KT u ycmaeHHOE TTOTAOITICHUE TTOTKOM ITUTPATa TaAN
Ha CIITHTHUTpapUN.

V nanmenTos ¢ [gG4-conpsuxernasim THVIH Gpina Boipa-
SKEHHas TUIIOKOMIIAEMEHTEMUS, YPOBHU CBIBOPOTOY-
noro C3 n C4 kak 1pm CUCTEMHON KPAaCHOM BOAYAH-
Ke M CMeIIaHHol Kpuorrobyanuemun [57]. Ipuanna
PA3BUTHS TUITOKOMIIAEMEHTEMUN HE COBCEM ACHA, TaK
Kak cam IgG4 cBA3bIBAETCS ¢ KOMIIAEMEHTOM ITAOXO.

IgG4-conpsoxkennas MeM6paHo3Has — HedpoOIaATUA
BCTpedaercs HaMHoro peske yem TVIH. Muorpa nx Mok-
HO OGHapyXuTh opHoBpeMeHHO [9]. B mccaepoparmm
9 nanmenTos ¢ IgG4-conpsxeHHBIM MEMOPAHO3HBIM
I'H y 5 BeuaBaen 1gG4-conpsoxennst TVIH, y 7 npu-
cyrcrsoBaau apyrue rpossaenust 1gG4-CIT [89]. Hu y
OAHOTO M3 TAITMEHTOB [IpY OUOICUHN HE BBIABACHO ay-
TOAHTUTEA K perierrropaM Gpochornmazer A2, XOTss OHI
OIIPEACASIOTCSL Y BCEX IMAI[MEHTOB C IIEPBUYHBIN MEM-
6panozubim ['H.

ITOPAKEHUE APYITUIX OPTAHOB M1 TKAHEM

AOTIOAHUTEABHO GBIAO OITMCAHO HECKOABKO CAYIaeB I10-

PAsKEHUS APYTUX OPTaHOB M TKAHET:

* KoskHbie 3a60aeBaHus, B TOM 9HCAE KOKHAS TICEBAO-
Anmboma. TToBpexpeHMsT 0GBIMHO TIPOSIBASIOTCS HA
KO>KE TOAOBBI, AWIIA, ITIEW U YIITHOM pakoBuHbI [14].

* IgG4-conpspkerbie OPakKeHYA TIEICHH, HAIIOMUHA-
OITe ayTOMMMYHHBIN T'eITaTUT U BOCITAAUTEABHYIO
[ICEBAOOITYXOAb TiedeHu [56].

* AmuMpOnNa3MOLIUTAPHBIN TACTPUT, CBA3AHHBIN C ay-
TOMMMYHHBIM [TAHKPEATUTOM [54].

* CKAEPO3UPYIOIINIT MACTUT U BOCITAAMTEABHBIC TICCB-
AOOITYXOAW MOAOYHOI sKeAaesbl [12].

* Iopaxenns ITHC, rumormrynrapnsm, accormmpo-
BaHHBI € 1gG4-COnpsyKEeHHBIM TIOBPESKACHUEM M-
nodusza, HauboAEe YaCTOe IIPOABACHHE — IIaXUMe-
HuHruT [27].

* Ipocrarur [55].

* Koncrpukrusmbiit iepukapaut [32].

* Hasodapurrearprsie 3a6oresanms [21].

+ CpepuHHOE AeCTPYKTUBHOE TIopaskenue [17]

AwnarHocruka

Anarnocruka IgG4-CIT ocnoBana Ha rucroraTono-
IMYECKUX M MMMYHHOTHMCTOXMMHYECKUX PE3YABTATAX
6uoricuu. OHU BKAIOYAIOT B ce6st: AMMQOIIAA3MOIIHU-
TapHyl0 MHOUABTpANIMIO TKaHu, B ocHoBHOM lgG4-
[IOAO>KUTEABHBIMU [TAA3MATUICCKUMU KACTKAMU 1 A1IM-
ormramy, odarn ¢pubposa ¢ XapaKTepHbIM y30pPOM U
obanrepupyioruit Gpae6ut. Mo>KHO BBIIBUTH yMEPEH-
HyI0 203nHOGUAMIO. B 06s3aTenbHOM TI0pSIAKE M3Me-
PSIIOT YPOBEHD CHIBOPOTOIHBIX 1G4, XOTSI X MTOBBIITIE-
HIE HE BCETAQ SIBASETCS AMArHOCTUYMECKUM KPUTEPUEM
IgG4-CII. Tucromnarororudeckue U MMMYHOTHMCTOXU-
mudaeckne ocobernHoctu IgG4-ClT exoxu Bo Beex 110-
pPaKEHHBIX OPraHax 1 TKAHSIX.

IMoxaszanna x dnarnocmmke — IPOBEACHUE MEPO-
npuatuni 1o amarHocruke IgG4-CII meaecoobpazno
[IPU KAMHUYECKOM KapTUHE ITOPAKEHUS OPraHoB, Xa-
pakrepnoro ang IlgG4-CIL

[TarmenTs! NMEIOT NOBBIIIIEHHBIN pUCK Haamaus 1gG4-

CII, ripy AT060M 13 CAEAYIOITNX YCAOBUIL:

+ IlaHKpeaTUT HEU3BECTHOI ITHONOTUN

* CKAECPO3UPYIONTUI XONAHTUT

* ABYCTOpOHHEE YBEAUYEHUE CAIOHHBIX 1/ WA CAE3HBIX
JKenes

* Perponiepuronearpmbiit pub6po3

* Op6urarbHas IICEBAOOITYXOAb UAU 9K30(DTaNbM.

Beposrrocts Toro, uro y narjuenta I[gG4-CI1 npu naan-
91K XOTS OBl OAHOIO U3 9TUX YCAOBUI 3HATUTEABHO I10-
BBIIIIACTCS, €CAW, KDOME TOT'O, IIOBBIIIIEH YPOBEHD ChIBO-
porounoro IgG4, UMEoTCs CUMITTOMbI AAEPTUN 1/ VA B
OPraHMU3Me BBIABAAIOTCA APyTHe (POPO3HBIE IIPOLIECChL
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OB3OPHBIE CTATbHU

,A,I/IAI‘HOCTI/I‘IECKI/IE HCCAEAOBAHUA

Buoncus mxanu. BeiGop 11poriepaypbl 3aBUCUT OT KOH-
KPETHOI'O MOPaKEHHOTO OpraHa U AOCTYITHOCTU I1aTO-
AOTHUYECKOrO 04ara. B OCHOBHOM IIPUMEHSIOT Ceparie-
BUHHYIO OMOIICUIO®, TOHKOUTOABHAS aCIPAI[MOHHAS
6GUOIICHSA HE MOXKET OOECIICINTh AOCTATOYHOIO KOAH-
gecrsa Tkauu [13, 59]. [Ipy HaAMYMMI HETUITUIHBIX T1a-
TOMOP(OAOTHMIECKUX M KAMHUYECKNX [TPU3HAKOB, CO-
BMectuMbix ¢ IgG4-ClI1, 6uoricust Apyrux opraHos, He
TIPOBOAUTCS, OCOOEHHO TIPU TTOAOKUTEABHOM 3 deKTe
TEPAITH TIOKOKOPTUKOUAAMH.

Cweopomounvii IgG4. B nccrepoBanvm 114 rarimenros, y
86% 6bIn0 BBLABACHO yBeanmdeHUe ypoBHA 1gG4 B chiBo-
porke kposu (> 135 mr/an) [59]. Crenenn nosbimenus
IgG4 He Koppearpyer co CTENEHbI0 aKTUBHOCTH [1PO-
recca. Opnaxo, yBeandenue tutpos 1lgG4, mossoasier
sarropo3puteh y nanuenta IgG4-CII. Konuenrparmsa
AQHHBIX MMMYHOINOOYAMHOB YBEAUYHBAETCH IIPU BO-
BAEYEHUU B ITATOAOTUYECKUI [IPOIIECC OOABILIETO YMCAA

OPraHOB, ¥ YMEHBIIIAECTCS TIPU TEPATTUM TAIOKOKOPTUKO-
npamu [13, 29].

B opnom yapexaenun B tedenue 10 aer (¢ 2001 1o

2011r.r.) IIPOBOAMAOCH NCCAECAOBAHIE 10 N3MEPEHIIO KOH-

tenrparin [gG4 B ceiBoporke kposu [11]. B reqenue aro-
ro Bpemenu y 190 maripenToB 6bIAM HOBBIITICHBI KOHIICH-
tparuu ceiBoporoaroro IgG4 (> 135 mr/an). Aast cpastie-

Hua 6b1an oTo6panst eirje 190 1eroBek ¢ HOPMAABHBIMU

nokazareasmu lgG4. Vccaeposarue rokazano:

* B rpymnne u3 72 manueHToB ¢ AMAarHOCTHPOBAHHON
nau npeprnonaraemornt I[gG4-CIT 65 nmean Bbicokne
KOHIleHTparun ceiBoporodroro IgG4 (B cpepned:
405 mr/an; ananazon: 140-2000 mr/an). Auarnocru-
YecKast 1yBCTBUTEABHOCTD — 90%.

+ Cpeau 308 ucnbrryembix 6e3 IgG4-CI1, y 125 manu-
eHTOB ObIAM TTOBbITIEHBI ypoBHU 1gG4 (B cpepHed:
234 mr/pan, amanason: 135-1180 mr/an), y 183 mHop-
ManbHBIE YPOBHM MMMYHOTAOOYAWHA. AnarHocride-
ckag cueruduaHocTs — 60%.

* IIporrocruieckas EHHOCTb OTPULIATEABHbBIX PE3YAb-
TATOB aHAAM3ad Ha KOHIIEHTPALIMIO CBIBOPOTOYHOIO
IgG4 cocraBuna 96%, nporHocrudeckas IEHHOCTb
ITOAO’KUTEABHBIX PE3YABTATOB AUIID 34%.

* VYBeArdeHMe BePXHE IPAaHUIIbl HOPMBI BABOE [TOBBICHAO
crierudrranocts (91%), HO CHUZUAO YYBCTBUTEABHOCTD
Ao 35%. Ananns coornomenus IgG4/IgG ne yayammna
AMATHOCTHHMECKYIO 3HAYIMOCTD NCCACAOBAHUIL

TThasmobracmuve kKposun xax Guomaprepor. Korrenrpariys B
CBIBOPOTKE KPOBU TAA3MOOANACTOB MOKET ObITh Gonee
3Ha4MbeIM 6roMapkepoM, deM KoHnenrpanusa 1gG4,
npudeM Kak Ans pmarHoctuku 1gG4-ClI, tak m ans
OIIPEACACHMS aKTHUBHOCTHU Iipoliecca. Y IMaIfUeHTOB C
IgG4-CI1 po nasana aevenvss 6paru 06pasiibl KPOBY,

®> CepauesunHast 6roricus (core-Guoricust) — 3a60p MAMKUX TKaHEH
IIPY MOMOIIM TPETlaHa ¢ rapIiyHHOM CUCTEMON.

B KOTOPBIX OBIAMI OOHAPY>KCHBI BBICOKUE YPOBHM IINA3-
MobaactoB. ITaaszmob6racTer GbiAM OGHAPYKEHBI C T1O-
MOIIIBIO [TPOTOYHON ITUTOMETPUN CTPOOMPOBAHUEM Ha
krerkax CD19low CD38+ CD20- CD27+[38]. B uccae-
AOBAHWU [IPUHUMAAY y4acTHE 37 HEACUCHHBIX [TaITHeH-
toB ¢ IgG4-CII, B KOHTPOABHOI rpyIiie 35 4CAOBEK, B
TOM 4MCAE aGCOAIOTHO 3A0pOBBIX (n=14) u ¢ ppyrumu
AKTUBHBIMU HEACYCHHBIMU BOCIIAAUTEABHBIMU 3a60Ae-
BarmsiMu (n=21). V marmenros ¢ IgG4-Cl1, paske ripu
HOPMaABHBIX YPOBHAX ChIBOPOTOUHBIX 1gG4, KoHLEH-
Tpaus maazMobaacTos 6yaer nossiieHa. Ilosromy nx
CYNTAIOT TOTEHIJUAABHO ITOAE3HBIMU OHOMapKepaMu
AASL AMarHOCTHKH U OLIEHKHU 3 ()EKTUBHOCTH ACICHUSL.
HeobxoAnMbI  AOTIOAHUTEABHBIE WCCACAOBAHUS IIAA3-
MOOAACTOB, B YaCTHOCTU, PE3YABTATHI MCCACAOBAHMA
dgG4+11na3Mo6AaCcTby MOTYT OKa3aTbCA ITOAC3HBIMU
AMS OIIEHKM PEAKITIH KACTOK Ha ACICHUE U AAS TIPOTHO-
3IPOBAHUS PEITUAMBOB 3a60ACBAHIIAL

AI/IAFHOCTI/I‘IECKI/IE KPUTEPUNA

B cornameHnn MeEKHAITMOHAABHOW MHOTOIPOMUAD-
Hom rpyriibl akcreptos 1o IgG4-CIT onmcaner pexo-
MEHAQAITUN TI0 AMArHOCTHUKE W TMCTOAOTHYECKHUE ITPU-
3HAKM, HEOOXOAMMBIE AAS TTOCTAaHOBKU Anartosa [20),
33). Yerkue AMArHOCTUMECKHE KPUTEPUN paHee ObIAM
orncanbl TOABKO AAst AUIL TInaorebia anMdorinas-
MOLIMTAPHBIN MHQOUABTPAT, XapaKTepHbIT GpuOP03 1
obanrepupyionmn paebuTr ABAAIOTCA INABHBIMU T'U-
CTOIIATOAOTHMYECKUMU KPUTCPUAMU AAS  [TOCTAHOBKU
AvarHosa. Haawdme B mnduaprpate 203MHODUAOB U
IgG4-110AOKUTEABHBIX [TAA3MATUYECKUX KACTOK ITIOA-
tBepxpaeT pnaraos [gG4-CI L

Koamaecrso  IgG4-MOAOKUTEABHBIX  TIAA3MATUIECKUAX
KACTOK MOYKET OTAMMATHCA B PA3HbIX THUIax TKaHert. [Toa-
cuer IgG4-110A0KUTEABHBIX KACTOK B TKAHN U KOI(PPU-
uuenta orHotenusa IgG4 k IgG-11oaoKuTeAbHbIM KAeT-
KaM B AMarHOCTUYIECKOM MAQHE CINTAIOT BTOPUMHBIM, 110
CPABHEHUIO C TWICTOTIATOAOTUYECKON KapTuHoit [13, 20,
32, 37, 59]. Kak 11paBuno, Arst GOABITIMHCTBA TKAHEH MU-
HUMaABbHBIN YpOBeHb 1gG4-ITOAOKUTEABHBIX KAETOK OT
30 a0 50 B 1 cranpaprHOM 110A€ 3peHMA. B HeKoTOpBIX
opraHax M TKaHAX, HallpUMep ITOYKaX U APYTUX OpTaHax,
MUHUMaAbHBIN ypoBeHb [gG4-110N0KMTEABHBIX KAETOK
10 B 1 craHpapTHOM ITOAE 3pEHUA.

AMartos He MOKET OCHOBBLIBATHCS MCKAIOYUTEALHO Ha
koamdectBe  [gG4-TTOAOKUTEABHBIX  TIAA3MaTUIECKIX
KAETOK, TaK KaK OHM MOTYT BCTPEYATHCS U TIPU APYTUX
3aboneBaHuAX. Heab3s craBuTh AarHo3 Ha OCHOBAHUIM
BBICOKOM KOHIIEHTpAITUH cbiBOPpOoTOodHOr0lgG4, AaHHBI
[I0KA3ATEAD SIBASETCS HU AOCTATOYHO 9yBCTBUTEABHBIM,
Hu pocrarodHo creruduaeckum arst IlgG4-ClII. Toato-
MY AMSI TIOATBEPIKACHUS AMArHo3a, €CAM €CTh BO3MOK-
HOCTH, HEOOXOAUMO TIPOBECTU OUOTICUIO TTOPAKEHHOTO
oprana. OmipepeAeHUE KOHIICHTPAITUN TTAA3MOOAACTOB,
ocoberHo IgG4+mrazMobaacTbb, HE SBASICTCS TTTHPO-
KOAOCTYITHBIM METOAOM.
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NeuyeHue

Onrumansraoe aeuenne IgG4-CII odurmansro He yr-
BEPKACHO. VIMeer MecTo KOHCEHCYC TI0 CACAYIOIINM
ryHkram [33]:

* Bcem manmenram ¢ cumirromamu akrusaon IgG4-CI1
Tpebyercs ACUCHNE, HEKOTOPBIM B CPOTHOM IIOPSIAKE.
[Toarpyririe marueHToB ¢ 6€CCUMITTOMHBIM TEUECHUEM
IgG4-CIT rakske TpebyeTcst AcaeHUe.

* TAIOKOKOPTHKOUMABI SIBASIIOTCA IIperaparaMu Beibopa
y BCEX MAITMEHTOB ¢ akTuBHOM HeaedeHHo [gG4-Cl1,
[IPY OTCYTCTBUU ITPOTUBOIIOKA3AHIIL

* Ilocae yerrenHoro 3aBepiiieHNsT Kypca MHAYKIIMOH-
HOW TEPaIni, CAEAYET IIPOAOAKATD TIPUEM IIperiapa-
TOB B [TOAACPIKUBAIOIINIX AO3AX.

* lloBropHOE AevYeHME TAIOKOKOPTHUKOMAAMU TIPOBOAAT
HAIMEeHTaM C PeIVANBAME B TOM CAy4dae, ECAU [1OCAE
[ePBOro Kypca Teparn OblAd AOCTUTHYTA PEMUCCHAL
[Tocae permanBa, HEOOXOAUMO IIPOBOAUTDL CTEPOUA
cOeperaioriyio TePAInio AN IIOAAEPIKAHNSA PEMUCCHUL

Te ke IKCIEPTHI, KOTOPBIE COTAACUAKCH C TTPUBEACH-
HBIMU BBIIIIE PEIICHUSAMU, PA3AEAUAUCH BO MHEHUU OT-
HOCUTEABHO CAEpAyIolNero yreepskacHus: «(Hekotopbim
narueHTaM HeOOXOAUMO HAaYUHATh TEPATTUIO ¢ KOMOU-
HAI[UU TAIOKOKOPTUKOMAOB U CTEPOUA-COEPEraioniux
riperrapaTtoB. [I0TOMY 9TO TAIOKOKOPTUKOUAHAS MOHO-
Teparus, B KOHEIHOM CYETE, MOKET OKA3aThCs HEd]-
(EKTUBHOM, 8 AAUTEABHOE TTPUMEHEHUE ITUX TTPeTtapa-
TOB, TIOBBIIIIAET PUCK PA3BUTHUS TSKEABIX OCAOKHEHUTD)
[33]. Takoe pacxoKACHUE BO MHEHUAX B 3HAYUTEABHON
CTETIEHU OTPAKAETCS B TIPAKTUKE ACIEHUS B PABAMIHbBIX
crpanax, 80% (16 uz 20) skcriepros us fAronuu He co-
IAQCHBI C PAHHUM UCTIOAB30BAHUEM BTOPOTO CPEACTBA, &
6% (13 u3 17) axcriepros us ppyrux pernoros (Cesep-
nast Amepuka, Esporia, Kopest, Kuratt) cornactbri.

BoabmmmiCeTBO MArMeHToB pearnpyioT Ha TEPaInio B
TeIeHNE HECKOABKMX HEACAD, KaK IIPABIAO, HAOAIOAACT-
€S CMATIEHNE CUMITTOMATUKY, YMEHBIITAIOTCS Pa3Mepbl
04aroBbIx 06PA30BAHNIT ANOO CAMOT0 YBEANMEHHOI'O 0p-
raHa, yAy4IIaeTcsa ero (pyHKILNA, U CHIDKAETCA YPOBEHb
ceiBoporodroro IgG4. B Hexkoropeix caygasx TpebyeTcs
HECKOABKO MECAIEB AN AOCTIDKeHUs addekra. beian
3a(pUKCHPOBAHbI CAyYaM, KOTAA IAIIMEHTHI CAAOO pearu-
PYIOT Ha Teparuio UAM He pearnpyior cosceM. [Ipearto-
AQraeTcs, 9To IalrleHThl, KOTOpPbIe CAa00 pearnpyior Ha
TeParmio, NMeIT GoAee PACIIPOCTpaHEHHbIE (HrOPO3-
HbIE U3MEHEHMS, HO 9TO He AOKa3aHO.

Heckonbko turios aumbom Gbian 3aperucTprupoBaHbL Y
narmerTos ¢ [gG4-ClT kak B fAnonun, tak u B CITIA [13,
47, 52]. B xope uccaeposanust 8 CI1IA, B koTropom yua-
croBann 111 marmenros ¢ IgG4-CIT (91% ¢ AULI), y
3 MaITMEeHTOB B TEICHUE 3-3 MOCAE [TOCTAHOBKU AATHO3a
ObIAM OOHAPYKEHBI HEXOAKKUHCKYE AUMbOMBI [52].

B cepunm wuccaeposanmit 108 wenosex ¢ IgG4-
CONIPSKEHHBIM TTaHKpearuToM, y 15 nauenros (14%)

O6b1An 0OHAPYKeHbI 18 BUAOB 3A0Ka4e€CTBEHHBIX HOBO-
006pazoBaHN; CPEAHUN TTEPUOA HAOAIOACHUS COCTABUA
3,3 ropa [26]. HanGoaee pacripocrpaHeHHON 1aTOAO-
rer ObIA PaK JKEAYAKA, TaKXKe BCTPEIAAUCh 3AOKade-
CTBEHHBIE HOBOOOPA30BAHUS AETKUX, TTPOCTATHI, TOA-
CTOV KUITIKH, SKEAYHBIX TIPOTOKOB, IITUTOBHUAHOM >Ke-
Ae3bl U HEXOMKKUHCKHE AnMdombl. VI3 8 marueHTos,
KOTOPBIM AeAaAM OGUOIICUIO HOBOOOPA30BAHUA IIEPEA
HadanoM AedeHUs [gG4-cOmpsKEHHOTO TTaHKpeaTuTa
IAIOKOKOPTUKOMAAMHY, y 6 B I'CTOAOTHMECKOM ITperapa-
T€ TKAHU OIIyXOAU OBIAM OOHAPYKEHBI MHOUABTPATEL C
IgG4-110A0KUTEABHBIME [TAA3MATUICCKIMU KACTKAMIL
Hu y oproro m3 marmeHToB He HAOAIOAAAOCH PELIUAN-
BoB [gG4-comnpsukeHHOro MmaHkpeaTuTa MOCAE YCITeI-
HOTO ACYCHMS PaKa, B CBS3M C OTUM PEIaeTCsl BOIPOC
0 TOM, MOKET AW Y HeKOTOpbixX manneHtos 1gG4-CII
IIPOTEKATh KaK HEOIIAACTHIECKUI CHMHAPOM. Taxke co-
00I11aA0Ch O HECKOABKIX CAYIasAX paKa ITOAKEAYAOTHON
SKEAE3bl, KapLIMHOMBI CAIOHHBIX IIPOTOKOB, apCHOKap-
LIMHOMBI A€TKMX, MEAKOKAETOIHOI'O paKa AerKuX, CBeT-
AOKAETOYHON CapKOMBI SKEAYAOTHO-KUIIIEYHOTO TPAKTA
[13]. HeoOGxopnMbI AAABHEHIIIME WCCACAOBAHUS  AAS
OIIPEACACHMS CTEIIeHN PUCKA PA3BUTHA 9TUX M APYTUX
3A0Ka4eCTBEHHBIX HOBOOOPA30BAHUIL

BriBOABI 1 peKOMEHAATTIT

1. IgG4-CII mnoaysaer Bce Goablilee IIPU3HAHUE BO
Bpa4eOHOM COOOIIIECTBE; ITUOAOTUA €€ HEM3BECTHE,
Jale CTPAAAIoT AIOAM CPEAHETO U HTOKMAOIO BO3PACTa.
[IposiBAsieTcss COBOKYITHOCTBIO HAPYIIICHUE, NMEIOIINX
crenupUIecKUe aTOAOIMIECKUE, CEPOAOIMMECKUE 1
KAMHIYECKUE [PU3HAKU. Y OAHOTO IAIfMeHTa MOKHO
00GHaPYKUTh HECKOABKO I1POABACHII OOAE3HU, XOTS pa-
HEE TU MATOAOTUM CIMTAAUCh HE CBA3AHHBIMU MEKAY
eleleyzH
* AyrouMMmyHHbIM TmlaHkpeatur T 1 n IgG4-
COIPSYKEHHDIN CKAEPO3UPYIOIIUI XOAQHTUT
* Boaesap MuKyAnda U CKA€PO3UPYIOIINI CHAaN0aAC-
uut (oryxoab KioTtHepa), BocrmaanTeabHast [ceBA0O-
IIYXOAB OPOUTBL 1 CKAEPO3UPYIOIINI AAKPUOAACHUT
+ Vanorarnmaeckuil peTporiepuToHearbHbiit Gprbdpos
U CBSABAHHBIE C HUM IATONOTHH
* XPOHUYECKNIT CKAEPO3UPYIOIINI A0PTUT U Ilepra-
opTUT
* Tupeounpur Pupens u rupeonpur XarmmMoro
* 1gG4-corpsiyKeHHBINT NHTEPCTULIMAABHBIN [THEBMO-
HUT U BOCIIAAUTEABHBIE TTCEBAOOITYXOAU ACTKHX
* IgG4-comnpsoxennoe 3a6oneBaHME TOYEK, 0COOCHHO
TNH
2. lpunznakamn IgG4-CII asasiorcs anmgorinazmo-
nurapHas MHQGUABTPAIUS TKaHH, IPEUMYIECTBEHHO
[gG4-110A0>KUTEABHBIMU [INa3MATUICCKUMU KACTKAMU
n anmoormramy, ¢ubpos, obAuTepUpPyIOIIN  pAac-
OUT, 3a4aCTyIO MOBBIIICHUE KOHIIEHTPAIIMM ChIBOPO-
tounoro IgG4. V marneHToB dacto 06HAPYKUBACTCS
o0pazoBaHue B MOPAKCHHOM opraHe uan auddysHoe
yBEAMYEHNE OpraHa. 1acro BBIABASETCS yBEAWYCHIIE
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OB3OPHBIE CTATbHU

AUMMATUIECKUX Y3A0B, CUMIITOMbBI ACTMbI I AAAEPTH.
XapakrepHa XOopollasi TeparieBTuIecKas Peakivss Ha
TAIOKOKOPTUKOUADL.

3. Amarnos 1gG4-CII BeicraBAsercs 10 XapaKTCPHBIM
TUCTOIIATOAOTMYECKUM PE3yAbTaTaM OUOIICUU. YPOBEHD
cpiBOpoTOaHOTO IgG4 AOAKEH OBITH M3MEHEH; B OTACAD-
HBIX CAYIasIX TTOBBIITICHUE KOHI[CHTPAI TN UMMYHOTAOOY-
AWHA B KPOBU SIBASIETCS TIOAE3HBIM AAST AMATHOCTUKU, HO
HE SIBASICTCSI AMarHOCTHHICCKUM KpurepreM. [ lopaxenne
apyrux opranos pu I[gG4-CIT mokHo 06Hapy»KuTh 11pn
TIIATEABHOM cOOpe aHaMHe3a, OOBEKTUBHOM OOCAEAO-
BaHUM, TIPU UCIIOAB30BAHUN PYTUHHBIX Aa00PaTOPHBIX
AQHAAM30B 1 MHCTPYMEHTAABHBIX METOAOB NCCACAOBAHII.
4. PexoMeHpyeTcs HaIMHATL A€Y€HUE C IAIOKOKOPTH-
KOUAOB.

5. Teuerme 60AE3HN U TIPOTHO3 AO KOHIA HE M3YICHBL
WNuorpa MOKHO HAaGAIOAATH CIIOHTAHHBIE YAYYIIIECHUS,
HO 6e3 AedeHMsT 0OAE3HDb 9aCTO PEIVAUBIIPYET.
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