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AytoummyHHan IgG4-accoumupoBaHHasa 3HAOKPUHHaA
naTtoJiorus

IOkuHa M.I0.*, TpowwuHa E.A., NMnatoHosa H.M., Hypanuesa H.®.

®IrbY «HauMoHanbHbIM MEAULMHCKUI UCCNeA0BaTENbCKUI LLIEHTP 3HAOKpMHONornn» MmuHsapasa Poccuun, MockBa

MmmyHornooynuH-G4-accouimrpoBaHHbie 3a0oneBanus (IgG4-A3) — 3To XxpoHMUYEcKask Tporpeccupyolas ayTouMMyHHast u-
OGpO3HO-BOCHAIUTEIbHAS ITATOJOTMsI PA3IMYHBIX OPIraHOB M TKaHEe, XapaKTepU3YIOLIascs UX YBeJIMYEHUEM ¥ OOUIbHON MHMDUIb-
Tpauueir UMMYHOII00YIiH-G4-110I0XUTEIbHBIMU [JIa3MaTUYECKMMU KJIETKAaMU, a TAKXKe TMOBBIIIEHUEM YPOBHSI CBIBOPOTOYHOTO
ummyHornooynnHa G4 (IgG4). Y 6oablIMHCTBA MAlMEHTOB 3a001eBaHUE OTIMYAETCS MITKUM TeueHueM. TeM He MeHee, UMEIOTCs
JIAaHHbIE O BBICOKOI YacTOTe Pa3BUTHUS 3710KaUYeCTBEHHBIX HOBOOOpa3oBaHuii y nmauneHToB ¢ 1gG4-A3. Cpenu sHpokpuHHoit 1gG4-
acCOIMUPOBAHHOM MATOJOTMM OMKMCAHbI TAHKPEATUT C UCXOJOM B CaxapHblii 1Ma0eT, TMIOMU3UT U TUPEOUINT.

I1pu nabopaTopHOM 00CIENOBAHUYU OOBIYHO BhISIBIIsSIETCS TToBbIlIeHUe YpoBHS IgG4. OnHako KoHueHTpalys 1gG4 He MOXeT ObITh
HCIIO/Ib30BaHa B KAYECTBE €AMHCTBEHHOIO JUAarHOCTUYECKOro KpuTepus. O0CyKIaeTcsi BO3MOXHOCTD OIpeae/IeHUs IJ1a3M00/1aCTOB
B KayecTBe Mapkepa 3abojeBaHus. M3 Busyanusupyooimmx MeTonaoB uccienopanus npumensiiorcs KT, MPT, 18F-OAT-T19T/KT.
OnHako HanboJjee UHOOPMATUBHBIM METOIOM IMArHOCTUKU SIBJISIETCS] OUOTICUSI.

PaHgoMuU3MpoOBaHHbBIX KIIMHUYECKUX MCCIEAOBAHMI U1l OTIpeieJIeHUsI YeTKUX peKoMeHaauuii 1o jeyeHuto IgG4-A3 He mpoBOIUIIOCH.
B GobLIMHCTBE CilyyaeB Ha3HAYAIOTCS IIIOKOKOPTUKOUIbI, TAKKEe MHOLIA MIPUMEHSIETCSI MUMMYHOCYIIpeccrBHasl Teparusi. CorjiacHO
pesyJbTaTaM MOCAeIHUX UCCIeI0BaHUi, OTHOCUTENIBHO 3((MEKTUBHBIM B MHAYKIIMM PEMUCCUM 3a00JIeBaHMsl SIBJISIETCSI TEHHO-MH-
JKEHEPHBII ITpernapaT pUTyKCUMa0. YUuThiBast BBICOKYIO YaCTOTY PELIMAMBOB 1 PUCK Pa3BUTHsI 3JI0Ka4€CTBEHHBIX HOBOOOPa30BaHUMA,
nauuveHThl ¢ IgG4-A3 TpeOyIoT TIIATEIbHOIO JOJTOCPOYHOTO HAOIIOAEHMSI.

TakuMm o6pa3oM, B 0030pe onvcaHbl KIMHU4ecKre nposiBiaeHus IgG4-A3, paccMaTpuBalOTCsl BO3MOXKHOCTU MX JUATHOCTUKMU, TPe-
CTaBJIEHBI CYLIECTBYIOLIME METO/IbI ieueHUst. OgHaKo yuuThiBasi TOT (akT, uTo IgG4-A3 OblM BblAeAEHbI B OTAEABHYIO IPYIIITY ayTO-
MMMYHHOI nmatojioruu MeHee 20 JIeT Ha3all, B HACTOsIIIIee BpeMsl HAKOILIEHO HEI0CTaTOYHO JaHHBIX 00 3THX 3a00J1eBaHUSX. AKTYaJIbHO
MpOBeAeHUE UCCIEIOBAaHMI, KaCalOLIUXCS SIUAEMUOJIOTMH, TATO(PU3UOJIOTUHU, AMarHOCTUKY U 3¢ dekTruBHOro aeueHust [gG4-A3.
Karouesvie crosa: ummynoznobyaun-G4-accoyuuposanuie 3a601€6aHUs, NAHKPeAMUM, 2UNOGUIUM, MUPEoUOUm.
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Yukina M.Yu.*, Troshina E.A., Platonova N.M., Nuralieva N.F.
Endocrinology Researh Centre, Moscow, Russia

Immunoglobulin G4-associated diseases (IgG4-AD) arethe group of chronic progressive autoimmune fibro-inflammatory pathology of
various organs and tissues, characterized by their enlargement and abundant infiltration of immunoglobulin G4-positive plasma cells,
as well as an increase in the level of serum immunoglobulin G4 (IgG4).In most patients, the disease is characterized by a mild course.
However, there is evidence of a high incidence of malignancies in patients with IlgG4-AD.Among endocrine IgG4-associated pathologies,
pancreatitis with outcome in diabetes mellitus, hypophysitis and thyroiditis are described.

Laboratory examination usually reveals an increased level of IgG4. However, the concentration of IgG4 could not be used as the only
diagnostic criterion.The possibility of plasmablastsdetermining as a marker of the disease is discussed.Among the imaging techniques CT,
MRI and 18F-FDG-PET/CT are used.However, the most informative method of diagnosis is biopsy.

Randomized clinical trials to determine clear recommendations for the treatment of IgG4-AD were not conducted.In most cases,
glucocorticoids are prescribed, and immunosuppressive therapy is sometimes used.According to the results of recent studies, the geneti-
cally engineered drug rituximab is relatively effective in inducing remission of the disease.Given the high recurrence rate and the risk of
malignancy, patients with IgG4-AD require careful long-term follow-up.

Thus, the review describes the clinical manifestations of IgG4-AD, examines the possibilities of their diagnosis and presents the existing
methods of treatment. However, given the fact that IgG4-AD became a separate group of autoimmune pathology less than 20 years ago,
there are insufficient data on these diseases. Researches related to epidemiology, pathophysiology, diagnosis and effective treatment of
IgG4-AD are actual.
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NeKkuunsa

MMYyHOTJIOOyTnH-G4—acconuMpoBaHHbIE 3a-

ooneBanust (IgG4-A3) — 3TO XpoHUUecKas

mporpeccupyioas ayrTomuMMyHHasi (puopo3Ho-
BOCTIJINTEJIbHAST TIATOJIOTUST PA3JIMYHBIX OPTAHOB U TKa-
Hell, XxapakTepusylollascss WX yBeJIWYeHUEM (OTEKOM)
U oOUIbHOU WHOWIbTpanMeidr UMMYHOTJIO0YIuH-G4-
TTOJIOKUTEIHPHBIMY TUTA3MAaTUIECKUMU KJIETKAMU, a TaKXKe
MOBBIIIIEHUEM YPOBHSI CHIBOPOTOYHOTO MMMYHOTJIO0Y-
mvHa G4 (IgG4) [1-5]. B HacTosIiee BpeMs maToreHe3
3a00JIeBaHUS O KOHIIA HE SICeH. Y TaKuX OOJBHBIX YacTO
JIMaTHOCTUPYIOTCSI UMMYHOJIOTUYECKIE HAPYIIIEHUS U TI0-
paxeHune (DUCGHYHKIINS) pa3IMIHbIX OPTaHOB (JTMOO CHUH-
XPOHHO, MO0 METaXpOHHO), B OOJBIIMHCTBE CilIy4yaeB
TOJIOBBI U LIEU, a TAKXKe IMOIXKETYI0YHOM XKeJie3bl [1—6].
PacnipoctpaneHHOCTD 3a00JI€EBaHUST COCTABIISIET TTPUOITH-
suteabHo 0,28—1,08 Ha 100 ThIC. HaceneHUsI, a 3ab0JIeBac-
MocTb — OT 336 1o 1300 mauueHToB B rox [7].

B 1888 I. mONBCKO-aBCTpMiicKMii xupypr MoxaH
Mukynuu-Pageukuii BiepBbie cOOOIIMI 00 OTHOM U3 Ba-
PUAHTOB JAHHOTO 3a00JieBaHUsI (KOTOPOE BITOCIENCTBUY
OBLJIO HA3BAHO €T0 UMEHEM) Ha TIPUMEPE COUETAHUST JIUM -
oruTapHOI UHOWIBTPALIMY CITIOHHBIX U CJIE3HBIX XeJle3,
MPOSIBIISIIONIEICSI CUMMETPUYHBIMU OTEKaMU 3TUX Opra-
HOB, CYXOCTHM B POTOBOH TOJIOCTU U B TJIa3HBIX SI0JTOKAX,
KJIIMHUYECKU cxoxeM ¢ cuHapomoM lllerpena. lanee
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OBUIM OMMCAHBI CO CXOXEW TMCTOJIOTUYECKOU KapTUHOM
CKJIEPO3UPYIOIINI XOJTaHTUT, PETPOTIEPUTOHEATbHBIN (hu-
6po3 (B T.4. MynbTUGhOKTBHBIN (hUOPOCKIIEPO3) U IPyTHe
3a0o0seBaHus (oTaIbMONATUSI, IICEBAOOIYXO0JIb OPOUTHI,
MEHWHTUT, MACTOUJINT, OTUT, JIADUHTUT, (PapUHTUT, PUHMT,
PUHOCUHYCHT, TUMGbATCHUT, TAHKPEATUT, XOJIaHTUT, TTHEB-
MOHUS, IEPUKAPAUT, MACTHUT, TYOYJIOMHTEPCTULIMATBHBII
HePUT, IPOCTATUT, AaHEBPU3MEI U IIpouee) [6—8] (puc. 1).

Cpenu sHgokpuHHOI IgG4-acconmrpoBaHHONM MaTOJIO-
TUU OMKCAHbI TAHKPEATUT C UCXOJOM B CaXapHbIi [rabeT,
runodusut u Tupeonant. g IgG4-onmocpenoBaHHOTO
MaHKpeaTuTa, Kak 1 1s apyrux IgG4-A3, xapakTepHbl
TJIOTHAST MHGUIBTPALNS TKAHW TTOIKETYTOYHOM KeJle3bl
T-mumboumutamu u [IgG4-M03UTUBHBIMY TIJIa3MaTHYE -
CKUMMU KJIeTKamu, (pubpo3 u odbaurepupytomuii ¢ieodur,
YTO OTJIMYAET €ro OT AayTOMMMYHHOTO WAMONATUYECKOTO
MPOTOKOBOTO MaHKpeaTuTa [9]. AyTOMMMYHHBII TTaHKpe-
aTUT, OCOOEHHO Ha PAaHHUX CTaAusIX 3a00JI€BaHUS, MOXET
He TIPOSIBJIATHCS KAKOW-TMO0 BBIPAXXEHHOW KJIIMHUYECKOMN
CUMITTOMATUKOM, YTO 3a4aCTYIO SIBJISIETCS TPUIMHON O3/ -
Hero oOpaiieHusi O0JbHBIX 32 MEAUIIMHCKON MOMOIIBIO
(MHOTIa Yepe3 HEeCKOJBKO JIeT MOocje Havana 3aboyieBa-
HUS). Y 9acTU OOJbHBIX MOTYT OTIPENESAThCS UKTEPUI-
HOCTb CKJIEp, KEATYIIHOE OKpPAllUBAHUE KOXU U JpYyrue
MMPU3HAKN <«THUIIMYHOTO» XPOHUUYECKOTO ITaHKpEaTHTa.

nasa
(makpuoaaeHuT)

CnésHble xenesb
(cvanoapeHur)

Jlerkve
(MHTEPCTULMANBHBIN HMOPO3)

pynHas knetka
(BocnanuTenbHO-PpUObPO3HAZs NCEBAOOMYXONb)

MeveHb
(renatur)

Moukw
(MemBpaHo3Has v TybynouHTEpCTULIMANBHAS
Hedponatms)

3abpioLLnHHOE NPOCTPAHCTBO
(peTponepuToHeasbHbIl ¢hrbpo3)

['onoBHoi# Mo3r
(runocuauT)

LLinToBmaHas xenesa
(TMpeomnaunt)

KoXHble MOKpOBbI
(nna3amaumToma Koxm)

CeppeyHo-cocyamcTas cuctema
(nepukapawT, aHeBpU3ma aopTbl)

BpiowwHas nonoctb
(naHKpeaTuT, CKIEepO3VPYIOLLMA XONaHIUT,
XONELMCTHT)

Manbliii Ta3
(npocTaru)

Puc. 1. OpraHbl-MULLIEHI MHGUALTPALMW UMMYHOTNIOBYMH-GA-MONOXUTENbHBIMY NNIA3MATUYECKVMM KIIETKaMM.
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ITpu GuoXMMUYECKOM aHATU3€ CBIBOPOTKU KPOBU BBISIBIISI-
IOTCS MPU3HAKU XOJIECTA3a U MOBBILIEHHBIA YPOBEHB ChIBO-
porouHoro IgG4. CaxapHblii TuabeT BO3HMKaeT y 43—68%
maneHToB ¢ IgG4-nmaHKpeaTuToM, HO B OOJBIIMHCTBE
CcllyyaeB WHTEHCU(PUIMPOBAHHAS WHCYJIWHOTEPATIUS
He TpeOyeTcs. Ha doHe nedyeHus: rmoKOKOPTUKOUIAMU
MOXET HaOMI0JaThCsl UHCYJIMHOPE3ZUCTEHTHOCTD, OJHAKO
mnocje Kypca JieYeHUs! MPeIHU30J0HOM (PYHKUIUS TOA-
KEJTyTOYHOM XKee3bl YaCTO MOJHOCThIO BOCCTAaHABIUBA-
erca [10].

IMTopaxenue runodusa BcieACTBUE UHOWUIbTpALIUU
IgG4-mnazmanmramu BetpeuaeTcs penko [8, 11]. Briepsoie
IgG4-acconuupoBaHHBIl TUMOMU3UT OBLT OMKUCAH
van der Vliet u Perenboom B 2004 1., a Wong et al. Briep-
Bble TaTOMOP(MOJIOTUYECKU OXapaKTepu3oBaau ero [3J].
B Hacrosimiee BpeMst onricaHo 46 ciydaeB, GOJBITUHCTBO
B Slnonuu: 36 myxuuH (78,3%) n 10 xenmwH (21,7%);
MIMArHO3 MOJATBEPXIEH TMCTOJOTUYECKHU Y 18 manueHToB
(41,3%); Bo3pact MaHubecTanuu 25-81 roa (B cpenHeM
63 rona); y 10 manmenToB (22,2%) oTMevaiach THITODYHK-
LM TiepeiHeit noau runodusa, y 6 (13,3%) — HecaxapHbIi
nuabet, y 27 (60%) manrunonutyutapusm u 'y 2 (4,4%)
COXpaHsiIach HOpManbHas GyHkuus runodusa; y 35 na-
ueHToB (76,1%) runmodusuT codeTancst ¢ APYTUMU
IgG4-A3 [5, 10—19].

B apyrom peTpocrneKTMBHOM McCcaeqoBaHUU [S] mpo-
Besr aHanu3 170 ciyyaeB TUIO- U MAHTUITONUTYUTApU3Ma
U TOJNBKO B 7 ciiydasix Obul nmuarHoctupoBaH IgG4-
TUTIO(U3HUT.

HuarHoctTuyeckue KpUTepuu 3a00eBaHUsT ObLUTU MPe-
snoxeHsl B 2011 . Leporati et al.:

Kpurepuii 1 (rucronorus): UHQUIBTPALIMS MHOTOYKC-
JICHHBIMU JIUM(POIUTAMU U TUIA3MATUYECKUMHU KIIETKAMU,
6onee yem 10 [gG4-MO3UTUBHBIX KJIIETOK B TIOJIE 3PEHUS;

Kpurepuii 2 (MPT): o6beMHOE 00pa3oBaHKe B Typell-
KoM ceie (yBenuueHue runodusa) u (Uan) yToaueHue
crebs runodusa;

Kpurepuii 3 (moavopraHHas maToyiorus): TUCTOA0TNYEe-
ckoe rioaTBepxaeHue apyroro IgG4-A3;

Kputepuit 4 (aHaim3 KpoBU): TOBBIIIIEHHBIN YPOBEHb
IgG4 B ceiBOpoTKE KpoBU (> 140 Mr/mi);

Kputepuii 5 (0TBeT Ha JieueHUE): BBICOKASI YyBCTBUTEb-
HOCTb K Tepaluy TJTIOKOKOPTUKOUIAMU, OBICTPOE HABEJIM -
poBaHue (YMEHBIIIEHNE) oyara opaXkeHusI U yMeHbIlleHe,/
HWCUYE3HOBEHNE CUMIITOMOB 3a00JIeBaHu4.

Takum ob6pazom, IgG4-TuNMoOU3NT AMArHOCTUPYETCS
npu caenyroiux yenosusx: Kputepuii 1 win Kpurepuu 2
u 3w Kpurepuu 2, 4u 5 [5].

IgG4-cBa3aHHbBIN TUTTO(DU3UT MOXET TPOSIBISITHCS TO-
JIOBHOU 0O0JIbIO, CYy>XEHUEM TOJIei 3pEHUS U JIAKTOPEEA.
Ilpu pa3BUTUM TUNOMUTYUTAPU3MA BO3HUKAIOT CHUM-
TITOMBI, COOTBETCTBYIOIIIME HETOCTATOYHOCTH OTpENEIeH-
HOTO TPOITHOTO TOPMOHa.

IgG4-ompocpenoBanHoe 3aboJjieBaHUE IIMTOBUII-
HOW XeJie3bl BCTPEeYaeTcss TakXKe AOCTAaTOYHO PEAKO.
K IgG4-omocpenoBaHHBIM TUPEOUIUTAM OTHOCSIT THUPE-
ounut Punens (TP) u HeKOTOpble BapUAHTHI TUPEOUIUTA
Xamumoto (ayrouMMmyHHBI Tupeounut, AWUT) [8, 20, 21].
TP 611 BriepBbie onucad B 1896 T. HEMELIKUM XUPYProM
bepHrapaom PuneneM kKak BbIpaxXeHHOE WH(PUIBTPaTUB-
HOe TopaxeHue IUTOBUAHOU Xxee3bl [8]. TP saBnsercs

XPOHUYECKUM (DUOpO3UPYIOIIUM 3a00JI€BAHUEM HEU3-
BECTHOM 3TUOJIOTUU U TIOJTHOCTHIO COOTBETCTBYET CIIEKTPY
ocobenHocteit 1gG4-A3: dubpo3HO-BOCTIAIUTEbHBIC
WHGWIBTPATUBHbIE U3MEHEHUS, HaIW4YUe OOJIUTEPUPY-
fotero (yiebuTa U 3HaAUMTENbHOUM KOoHIeHTpaun [gG4-
TO3UTUBHBIX IUTA3MATUYECKUX KIIETOK B TKAHU XeJe3bl [§].
ITosromy TP B HacTosilliee BpeMsI pacCMaTpUBAETCS UC-
KITIoUnTeNbHO Kak IgG4-A3.

AUT mmeer yactmaHoe cxonctBo ¢ 1gG4-A3. V He-
KOTOpbIX ManueHToB ¢ AUT mpu TMCTONOTMYECKOM HC-
CJIeOBAHUU OMPEAESETCS IMOBBIIIEHHOE KOJUYECTBO
IgG4-1T03UTUBHBIX TUIA3MaTUYECKUX KIJIETOK B TKaHU
IIUTOBUAHON Xene3bl. Kak mpaBuiio, Takue U3MEHEHUS
OTMEYAJIUCh Y MOJIOJBIX MYXYWH C BIEPBBIE BBISIBICH-
HBIM 3200JIeBaHMEM, 3HAYUTEIbHO MOBBIIIEHHBIM yPOB-
HEM aHTUTEN K TUPEOMJIOOYJIVMHY U TUPEOINEePOKCUIA3E.
IMo naHHBIM yIBTPA3BYKOBOTO MCCJIENOBAHUS IIIUTOBUI-
HOU Xejne3bl — MUudp@y3HO MOHUKEHHAs] 3XOTEHHOCTh
TKaHu [§, 20]. Kpome Toro, HenjaBHee McciaefOBaHKE TTOKA-
3aj10, uto B 90% ciyyaeB ¢hpubposupytoniuii Bapuant AUT
accouupyeTcs ¢ BeIcokuM yposHeM IgG4 [20].

B menom IgG4-A3 nmmarHocTUpyOTCS Ha OCHOBa-
HUU COYETaHUs CHenudUIEeCKUX KIMHUYECKUX, TO-
Morpaduyeckux, Ja00paTOPHBIX U, €CIU MPUMEHUMO,
Mopdosornyeckux JaHHbIX [8]. ¥V OONbIIMHCTBA MAllUEH-
TOB 3200JIeBaHNE OTIMYAETCI MITKUM (HEOCTPBIM) TeYe-
HueM. KnuHuyeckue nposiBIEHUS U UX TSKECTh 3aBUCST
OT MecTa (OpraHa) ¥ CTeleHU nmopaxeHus. 3abojeBaroT
HanboJjiee 4acTO MYXYMHBI CPETHETO U MOXWIOTO BO3-
pacta [8, 22]. Kak mpaBuio, oTMe4aeTcsl JAJIUTEIbHBIN
(>3 Mecs11eB) OTeK MOPaXKeHHOIo OpraHa.

B ananuze kpoBu ypoBeHb IgG4 06braHO >135 Mr/mi.
OnnHako y 3—30% ypoBenb IgG4 ocraercs B Tmpeneiax
HOPMBI, OCOOEHHO Yy MAllMEHTOB C MOPAXEHUEM TOJBKO
onHoro opraHa [23]. bonee Toro, NOBBIIIEHHBIE KOHIIEH-
tpauuu IgG4 B CHIBOPOTKE KPOBU MOTYT (hUKCUPOBATHCS
y OOJIBHBIX C Pa3JMYHBIMU IPYTUMU 3a00JIEeBAaHUSIMMU,
HalpuMep C aTOMUYECKUM JEPMaTUTOM, My3bIPYaTKOM,
OpoHxuaNbHO acTMolt 1 6ose3Hbio Kactenbsmana [8, 24].
CrenoBarenbHO, KoHIIeHTpalus IgG4 B CbIBOpOTKE KPOBU
MOXET OBbITh TIOJIE3HA TOJIBKO U1 CKpUHUHTA 3a00JeBa-
HUS, HO HE MOXET OBbITh UCIOJIb30BaHA B KAYECTBE €IUH-
CTBEHHOTO TMAarHOCTUYECKOTO Mapkepa [24]. Y manneHToB
¢ [gG4-A3 Taxke MOTYT BBISIBJISITHCS TTIOBBITIIEHHBIE CHIBO-
pOTOYHBIE YypOBHU 303uHOGUIOB, IgE, C-peakTuBHOIO
Oenka, raMma-rioOyJiuHa, AHTUHYKJIE€ApHBIX aHTHU-
TeJl, peBMaTOUAHOTO (hakTopa U pEeLenTopa WHTEepJeii-
KuHa-2 [8, 22, 25, 26].

HenaBHee ncciieqoBaHNe MOKa3aao MOBBIIIEHUE YPOBHS
M1a3M00J1aCTOB B KpOBM TIpU akKTuBHOU hopme IgG4-A3
y IaIMEHTOB C HOpMaJIbHBIMM TToKazaressiMu [gG4. Takum
o0pa3oM, onpeneseHue MIa3Mo0IaCTOB MOXET SIBJISITHCS
MEePCHEKTUBHBIM HAJIEXKHBIM MapKepoM 3abos1eBanus [27].

IMockonbky IgG4-A3 yacTo MPOSIBISTIOTCS yBETMICHUEM
OpraHoB U OOBEMHBIM MPOLIECCOM, BU3YATU3UPYIOIIAS U -
arHOCTUKA UCTTIOJIb3YeTCs B KAYECTBE OHOTO M3 OCHOBHBIX
MeTOoOB Wi AuddepeHranbHOi nuarHocTuku. Ha kom-
nblotepHoil Tomorpaduu (KT) nopaxkeHHBI opraH yBe-
JIMYEH U MOXET ObITh MPEACTABICH MCEBIOOIMYX0JIEBbIM
obpazoBaHueM. Ha T2-B3BELIEHHBIX W300pakKeHUAX
MPT onpenensiercss HU3Kasi UHTEHCUBHOCTh CUTHaA [8].
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OpnHako 3TH Uccle0oBaHUS 00IaIal0T JOCTATOYHO HU3KOM
CTEMEeHbI0 YYBCTBUTEIBHOCTHU U CITELIU(PUUHOCTH.

YyacTky MHMUABTpaIMKU BOCITAJIATEIbHBIMU KJIETKAMU
U TUM@OIUTAMU aKTUBHO TOTJIOIAIOT TII0KO3Y, TORTOMY
IUI TUATHOCTUKU 3a00JieBaHUS MOXET MCIOJb30BaThCs
18F-®AT'-IIBT/KT, B TOM 4mcie IS TOYHOTO OIpene-
JICHUS ovara JUisl TpOBEAeHUSI OMOIICUU Y TIOCEAYIOIEei
OLIEHKU OTBETa Ha jieueHue [§, 28].

buorncus TkaHel mopaXeHHOTo opraHa sIBJISIETCS Hau-
6osee MHGOOPMATUBHBIM MeTOIOM quarHoctuku IgG4-A3,
B TOM 4nclie U i tudbepeHIIMaTbHOM TUaTHOCTUKY 3710~
KayeCTBEHHBIX 3a0oeBaHui [4]. B mopakeHHBIX TKaHSIX
omnpexaesnsitorcs nHbwisTpanus [gG4-nomoXuTeTbHBIMA
TUTa3MaTUYECKUMU KJeTKaMu, (Gprubpo3, 00U Tepupyommi
Gnedur [8].

Jleuenue IgG4-A3 B miepByIo ouepelb METMKaMEHTO3-
HOE€ — CUCTEMHBIMU TJIIOKOKOPTUKOUIAMU (IIPU OTCYT-
CTBUUM MPOTUBOINOKAa3aHuii). OTHAKO B HACTOSAIIIEE BpEMS
PaHAOMU3UPOBAHHBIX KIMHUYECKUX WCCIECTOBAHUNA
IUTS OTIpEJeSICHUS] YETKUX PEKOMEHIAUWUI MO JICYEHUIO
JTAaHHOU MaTOJIOTUU ellle He MTPOBOAUIIOCH. BOJBIIMHCTBO
CTEIMATMCTOB IEPBUYHO MTPU OMTHOM OYare MopaxeHus Ha-
3HAYAIOT MPeTHU30JI0H 110 0,6 MI/KT/CyT (MTPUOIU3UTETHHO
30-40 mMr B cyTKM), TIpU MYJIBTU(OKATHHOM MOPaKeHUN
un 6sIcTpoM mporpeccupoBanuu — 1,0 mr/kr/cyt [1, 5, 8].
Jleuenue nponomxaercst 2—4 Hemenu, najee 103a CHUXa-
etcst Ha 10% (npuGIM3UTETBHO 10 5 MT) Kaxble 2 Hex [5].
o noctrkeHust 10361 S-10 MT/CyT CHUKEHUE PEKOMEH/TY-
€TCs MPEeKPaTUTh U OCTABUTh €€ B Ka4eCTBE MOAIEePKMBa-
folleit eie Ha 6 Mec. Tak Kak Mpu OBICTPOf OTMEHE YacTo
Bo3HUKaeT peruaus (30-45%), neueHue MOXET IJTUThCS
6onee 3 net [5, 6]. IlpubnusurensHo 50% peuuanBoOB
BO3HUKAET Y MAllMEHTOB C MYJIbTU(POKATBHBIM MOpaXe-
HueM [8]. B HEKOTOpPBIX ciyyasgx, HaIpuMep MpU Moaye-
JIIOCTHOU JTUM(aaeHONaTUN UIA MPpU O0€CCUMIITOMHOM
TeYeHUU 3a00JeBaHUsI, BO3MOXHA BbIXUIATENbHAS TaK-
THKa (HabJoIeHuE).

WMHorna B Havyasie JieyeHUsI WIK NPU peliuanuBax Ha ¢hoHe
TIIOKOKOPTUKOUJIHOW Tepamuu MPUMEHSIETCS «CTepO-
uncbeperamiias» UMMYHOCYTIPECCUBHAsI Teparusi: as3a-
TUOTIPUH, MUKOGbEeHoJaT ModeTrs, 6-MepKanTOMypHH,
METOTpeKcaT, Takpoiaumyc u 1ukiodochamun [4, 23].
B ciyyae moBTOpHOIrO peuuarBa MOXET UCITOIb30BaThCS
KOMOMHAIIMS UMMYHOAEMPECCAHTOB C IMyJbC-Tepanuei
(MeTuIIpenHU30JI0H 1o 600 Mr/CyT B TedeHue 3 mHew) [5].
OnHako 3(hGEKTUBHOCTh 3TUX MPENAapaToB IJIsl JICUCHUS
IgG4-A3 Taxcke He MoOABEpTaNiach CEPbe3HBIM UCCIIEI0BA-
HUSM.

CorynacHo pe3yjabraTaM MOOCJAEIHUX UCCIeg0Ba-
Huil [§8, 29, 30], puTykcumad SBISIETCS OTHOCUTEIBHO
3O OEKTUBHBIM B MHAYKUIUU PEMUCCUU 3a00JEBaHUS.
Putykcumab mnpencraBisieT cO0OW CHUHTETUYECKUE
(reHHO-VHXXEHEPHbIE) XMMEPHbIE MOHOKJIOHAJIbHBIE aH-

1. Himi T, Takano K, Yamamoto M, et al. A novel concept of Mikulicz's disease as IgG4-
related disease. Auris Nasus Larynx. 2012;39(1):9-17. doi: 10.1016/j.anl.2011.01.023.
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THTEIA MBIIIN/4eIoBeKa, obIagatoye cneuuIHOCTHIO
kK CD20-aHTUreHy, 00HapyXXMBa€MOMY Ha MOBEPXHOCTHU
HOPMaJIbHBIX U MaJIUTHU3UPOBAHHBIX B-muMbouuTOB.
ITo cTpykType puTykcumMad OTHOCUTCSI K UMMYHOTJIOOY-
muHaMm kinacca G1 (IgG1 kanma). Fab-dparmeHTt putyk-
cumaba cBssbiBaeTcd ¢ CD20-aHTureHOM Ha TUMOIIUTaX
u nipu yyactuu Fc-noMeHa MHUIMUPYET UMMYHOJIOTUYE-
CKW€ peaklnu, orocpeaytonue au3uc B-kierox.

ITpu GosblIMX 0OBEMHBIX MPOLIECCAX TPUMEHSIIOT XU-
pypruyeckoe jedyeHue (Hanpumep, npu puoOpo3Hoii omy-
XOJIU TJa3Hulbl) [23].

Jaxe mMpy UCMHOJB30BAHUU MOCTOSSHHOU TIIOKOKOP-
TUKOUIHOU Tepanuu peunnuBbl [gG4-A3 He peaKocTb.
ITo naHHBIM MPOBENEHHBIX UCCIEIOBAHUA, PEMUCCUU 10~
cruranu 73,8% nauneHToB, HO y 50% U3 HUX B TeYeHUE
7 net Habmogancs peuuaus [22]. B cinyyae penuansa nosa
JIIOKOKOPTUKOUIOB TOJXKHA OBITh yBEJIMUEHA UJIW Ha3Ha-
yaeTcsi/MeHsieTcsl nMMyHoerpeccanT. Ha done nedenust
MPOBOJUTCS 06CIeIOBaHNE MAIIMEHTOB KaxXable 3—6 Mec
(u3mepeHue ypoBHs ceiBopoTouHoro IgG4, Busyanusupy-
Iollle UcclienoBaHus u npouee) [6]. HecMoTpst Ha TO 4TO
MPOTrHO3 1151 60bHBIX ¢ 1gG4-A3 OTHOCUTENHHO O1aro-
MPUSITHBIN (BOCCTAaHOBJIEHUE (PYHKIIMK MOPAXKEHHOTO OpP-
raHa), YTO 3aBUCUT OT BPEMEHU YCTAHOBJIEHUS AUAarHo3a
U oObeMa MopakeHUsI, TMOSIBUIUCH TaHHBIE O BHICOKOM,
OTHOCUTEJIbHO OOILIENOMYISIIUOHHOM!, YacTOTE Pa3BUTHUS
3JI0Ka4€CTBEHHBIX HOBOOOPA30BaHUI B T€UEHUE MEPBBIX
3 net nmocne MaHudectauuu 3abonaeBanus [§]. OnucaHbl
coueranus IgG4-A3 ¢ KapuUMHOMON MOMKETYIOIHON
U CJIIOHHOU XeJie3bl, TuM@oMoi ria3Hullsl [7]. TloaTomy
TaKkue MalMeHThl TPeOyIOT TIIATEIBHOTO JOJITOCPOYHOIO
HabI0eHUS.

IgG4-A3 ObUTH BBIZIETIEHBI B OTAEIBHYIO TPYIIITY ayTOUM-
MYHHOM nmaTosioruu Juib B Hayane XXI B., korga B 2001 .
Hamano et al. onpeaennin ee acCOUMALIMIO C MOBBIIIEH-
HbIM ypoBHeM IgG4 [8]. CooTBETCTBEHHO, KTMHUYECKUE
JTaHHBIE TOJIBKO MPOJOJIKAIOT HAKAIUIUBATHCS, TTOITOMY
naTo(U3UOJIOTUSL ITOTO 3a00JIEBaHUS OCTAETCS BCE elle
HEIOCTaTOYHO M3y4eHHOU. TaknuMm 06pa3oM, HEOOXOAUMO
MPOBOJUTH NaJbHEWIIINE UCCAECIOBaHUS, Kacarolluecs
SMUAEMUOJIOTUU, TATO(PU3UOIOTUN, TUATHOCTUKU U 3(D-
(extuHOTO Neuenus IgG4-A3.
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