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IgG4-cBsi3aHHOe 3a00J1eBaHue: YTO MbI 3HaeM 20 JieT cnycTs
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AHHOTaumus

IgG4-cBsizanHoe 3aboresanme (IgG4-C3) — cucteMHOe MMMYHOOMOCPeAOBaHHOE (PUOPOBOCNAAMTEAbHOE 3a60AEBAHNME C OMYXOAENOAOOHbIM
XapaKTepoM NMOPaXXeHUI OPraHoB, XapaKTepu3yloLLeecs XapaKTepHOM NaToMOPOAOTHUECKOM KapTUHOM 1 runepcekpelnert [gG4 B cbiBOpoTke
1 TKaHsIX GOAbLUMHCTBA NauneHToB. Kak oTaeAbHast Ho3orornyeckas eanHuua 1gG4-C3 cdpopmmpoBaroch Aulib B Hadase 2000 r. B o63ope
PaCcCMaTPUBAETCS SBOAIOLIMS B3TASIAOB HA STMOAOTMIO M NaToreHe3 3a60AeBaHMs, NMOAXOAbI K €r0 AMArHOCTMKE, KAACCUPUKALIMK U ACHEHMIO.

Katouesbie crosa: IgG4-cBazaHHoe 3aboAeBaHMe, AMArHOCTUYECKME KPUTEPMM, KAACCHMGDMKaLMOHHbIe KpuTepmm, natoreHes, CD4+
LumMTOTOKCHYECKMe T-AMMGDOLIMTBI, MAa3MAOAACTbI, 3A0Ka4eCTBEHHbIE HOBOOOPA30BaHUs, AMMGPOMa, arrepris, abataLent, pUTYKCMmMAO.
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IgG4-related disease is immunomediated fibroinflammatory condition, characterized by tumefective lesions in different organs with
distinctive pathomorphological features and 1gG4 hypersecretion in serum and tissues in the majority of patients. IgG4-RD has been
established as a separate clinical in the early 2000s. In the review we focus on the evolution of views on ethiopathogenesis of the disease,

therapeutic and diagnostic options and classification of the disease.
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AUII — ayTOUMMYHHbIil HAHKPEaTUT
I'K — riitoKOKOpTHKOM/IbI

N1 — unTepneiikun

IB — nnaszma6nacThbl

Tdx — T-honnukynsipHbIe Xennepsbl

XPC — XpOHMYECKHIT PUHOCUHYCHUT

LTJI — qurorokcnueckue T-mimponuTel
1gG4 — ummyHorno6ynun G 4-ro nojikiacca
1gG4-C3 — IgG4-cBs3anHoe 3a00neBaHne

1gG4-cs3annoe 3a6oneBanue (IgG4-C3) — ummyHoonocpe-
JI0OBaHHOE 3a00JIeBAHUE, CKIIOHHOE K CUCTEMHOMY TEUEHMIO, Xa-
paKTepu3yeTcsl BOSHUKHOBEHUEM OITyXOJIETIOJJOOHBIX OYaroB B
OJIHOM MJI HECKOJIbKMX OpraHax, BO3HUKAIOLUX CUHXPOHHO WJIN
METaXpOHHO, 32 CUeT (pUOPOBOCHATUTENLHBIX U3MEHEHUI C TH-
nepcekpeuyeil uMMyHornooyanHa G 4-ro noakiacca (IgG4) B
TKaHsIX u/umu ceiBopoTKe Kposu [1, 2]. Mctopus 1gG4-C3 kak
CaMOCTOSITeITLHOM HO30JI0TMM Havanach ToyibKo B XXI B. ¢ ycTa-
Hosjenust H. Hamano 1 coaBT. cBsi3u cKi1epo3upyroLiero ayTo-
nmMmyHHoro nankpeatura (AUIT) ¢ runepcekpeuueit 1gG4 [3].
[TonsiTHEe O CUCTEMHOCTH 3a060JIeBaHMsI HAYAJIO CKIIA/bIBATHCS
Tonbko ¢ 2003 1., Korjia onMcanbl BHEaHKpeaTueCcKre Mmopake-
Hust npu AUII. [TocTeneHHO cTany HaKamIMBaThCs My OaMKalLUK
C OIUCAHKUEM HOBBIX CJIy4aeB U JIOKAIM3aLHil, UCCIIejoBaTe I 00-
paTuiIM BHUMaHHUE, U4TO JIaXKe B Pa3HbIX OpraHax Mopdoiornye-
CKHe U3MEHEHMsl OJHOTUIIHBI U NpejicTaBieHbl (pruépoBocnau-
TEJIbHBIMU M3MEHEHUSIMU C 0COOBIM MyapOINojIoOHbIM MTATTEPHOM
¢pubposa u runepcexpeuueit IgG4. Okazanoch, YT0 HEKOTOPble
JIaBHO M3BECTHBIE «UMONATHYECKNe» (PUOPOBOCTIANUTENbHbIE
3a0onieBaHus1, Takne Kak 6oe3H» Mukynuua, omyxonb KroTT-
Hepa, Tupeouaut Pupiensi, 6one3nr OpMoHfia, TakKe MpUHAJIe-
Kar K crnektpy [gG4-C3. BaxkHelmm JOCTHKEHUEM Ha My TH
uccneposanyst IgG4-C3 sBunach pa3paboTka oOLMX IPUHLUIOB
HOMEHKJIaTypbl U iuarHoctuku [gG4-C3 B Hayane 2010-x royios,
YTO MO3BOJIMIIO BBIMTH HAa HOBBIN YPOBEHb M3YUEHUS] U IOHUMA-
HUSI 3260JIeBaHMS], BOSHUKJIA BOBMOKHOCTh CUCTEMATU3ALUN U
CpaBHEHMS pe3yJIbTaTOB pa3HbIX UcciefoBaresei [4—06].
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Ha ceropusimmit nens 1gG4-C3 onucano npakTuyecku BO
BCEX OpraHax M TKaHsX, BKIII0UYast CHHOBHUIO, TBEP/IYIO MO3TOBYHO
000JI0YKY,, pENTPOYKTUBHBIE OpraHbl, apTEPUK Pa3HbIX Kaiuo-
POB, cepfle U npoyee, OJHAKO MHOTO€, B IEPBYIO OUYepefib M-
MyHoOMnaToreHes 3a60seBaHtsl, OCTaeTcst HesicHbIM [2]. Bomnbioe
pa3zHoo6pa3ye JIoKaIu3anuii 00yCIOBIMBAET KpaiiHee pa3Ho00-
pasue KIMHUYECKUX MPOSIBICHUN U TPYJHOCTU B JMAarHOCTUKE
3a6oseBaHusi. [TopaskeHne KaX/oro oTAeabHOro OpraHa xapak-
TEPUBYETCA ONPENCITCHHBIMU KIIMHNYECCKUMA 0COOEHHOCTSIMU 1
MOKET UMeTb HEKOTOpbIE crielupuryueckrie Mopgoaornyeckue
YepThl, TO3TOMY KaK/I0i OT/IEIIbHOM JIOKATIM3ALMKN MOYKHO ObIJIO
ObI TOCBATUTHL MHOTOCTPAaHNYHBIH 0630p. [Tlogpo6Hblil anamm3
UMMYHOJIOTHYECKUX aClCKTOB 3a0051eBaHus U OTJICJIBHBIX OpP-
TaHHBIX MOPAXKEHUI HEe SIBJISIETCS LEJbI0 3TO 0630pa. MbI Xo-
TEM OTPA3UTh CKOPEE 3BOJIIOLMIO B3IJIS0B HAa 3TO 3a00J1eBa-
HME, HA HEKOTOpbIe €ro MMMYHHbIE MEXaHU3Mbl Pa3BUTHUS U
MOAXO/IbI K IMArHOCTUKE U JICUCHUIO.

INMUAEMHUOAOTUSA

Uctunnas yacrora [gG4-C3 He u3BecTHA. DNKIEMHUONIOTH-
yeckue U jieMorpauieckue IaHHble JOCTYIHbI U3 aHajn3a Ha-
LMOHAJIBHBIX PETMCTPOB U OIHOLIEHTPOBBIX KOTOPT TALMEHTOB.
BeposiTHO, cpeiu GONBHBIX a3MATCKOTO M HEA3MaTCKOro Mpo-
MCXOXK/ICHHUSI CYIICCTBYFOT PA3JIMUMS ME3K/TY YaCTOTOI Pa3BUTHS
1gG4-C3, BozpacToM f1e6r0Ta M KOHKPETHBIMUA OPTaHHBIMU T10-
pakenusiMu [7]. OmnpeyienieHHbIe IaHHBIE TOCTYMHbBI TOJIBKO MO

TEPATEBTUYECKUV APXVB 5, 2020



IgG4-cBszaHHoe 3aboAeBaHme

AMUII 1-ro Tuna nmo oryeTam TpymIbl UCCIElOBAaTEsIe MUHU-
CTepCTBA 37[paBOOXpaHeHrst SIMoHNN, KOTOpast my6JIMKoBaia co-
orBercTBytomme orueThl ¢ 2002 mo 2016 r. [To ux jaHHBIM
BerpeyaeMocTb AWIT 1-ro Tuna B SAnoxnu va 2016 r. cocTaBisieT
10,1 na 100 TbIC. HaCeNEeHNs C eXKerofiHbIM YPOBHEM 3ab0JieBae-
moctu 3,1 Ha 100 ThIC. HaceIeHNs, PY ITOM UKCIIO BISIBIICHHBIX
CJly4aeB YBEIMUMIIOCH B 2 pa3a no cpaBHenuto ¢ 2011 r., yTo ot-
pakaeT MpenMyLIecTBa UCMIOIb30BAHNS S[IMHON TEPMUHOJIOTUH,
a TakxKe 0e3yCJIOBHBbIC yCNeXW B JMATHOCTUKE 3a00JIeBaHUSI 1
yaydllleHre ocBefoMiieHHocTH Bpaueil [8]. Cuwmraetcsi, uTo
[gG4-C3 — 310 60JIE3Hb MOXKWILIX MY>KUMH, OJHAKO 3TO BEPHO
TonbKo i1st AUII 1-ro Tuna, rjie COOTHOLIEHUE MY>KUMH U SKEH-
LMH cocTasiseT 2,9:1, a cpefnuit Bo3pact — 68 Jier, a Takske 3a-
6protmHHOTO (prbposa u [gG4-csi3annoi 6ome3nn novex [1, 7,
8]. Ilpu aHanmm3e gaHHBIX GOJBIION CMELIAHHON KOTOPThI Mally-
eHroB ¢ [gG4-C3 okazanoch, YTo OpakeHHs: B 00IaCTH FOJIOBbI
u uen (1Mo TUIY «HETOoJIHOH 6oJe3Hn MuKynuya», mopaskeHust
op6UT) MPeobIaAI0T Y XKEHIIWH, TpUUeM 00Jiee MOJIOJIOTO BO3-
pacTa [7]. DTo noaTBepKAAeTCS M HAILIMMU COOCTBEHHBIMU J1aH-
HbiMU [9]. Onucanbl ciryvan 3a60J1€BaHUS pa3HOIl JIOKAIU3ALUN
1y JeTel, B TOM YKcIIe Miajiiero Bospacra [10].

dakTopbl p1ucka

Cy1ecTByIOT 1 (pakTOphI, Npefpacnoaratoinye K pa3pu-
tiro [gG4-C3, HesicHo. [1n1s1 psina JoKanm3anmil mokasaHa B3au-
MOCB$I3b C omnpefiesieHHbIMK ramotunamu HLA n HekoTopbiMu
apyrumu reHami [1, 11]. HanGosee nosHOLiEHHOE TeéHETHYECKOe
WCCIIe/IOBaHNE Ha CETOJHSIILIHMI JIEHb MPOBEJIEHO STIOHCKUMU UC-
cliefloBaTesISIMU, BbIsIBJIeHa accoupanys ¢ renamu HLA-DRBI n
FCGR2B (ren Fcy-peuenTtopa 2B), onHako poJib BTOPOro reHa
B IIATOTr€He3e He SICHA, TaK KaK OH CBSI3aH CKOpee ¢ MHIMOUpPYo-
LM CUTHAJIbHBIM JIEFICTBMEM Ha KJIeTKM B- 11 MuenoniHoro psiia
[11]. Bo MHOKeCTBe UCCIEIOBaHII NTOKAa3aHa acColpalus Taba-
KOKYPEHMsl U pa3BUTHs 3a0proluHHOro pubposa [2]. Takxke,
BEPOSITHO CYILLECTBYET CBSI3b MeX/y pa3sutuem [gG4-cBsi3zan-
HOT'O CKJIEPO3MPYIOILIEro XOJIAHTUTa M XPOHUYECKOTO BO3JCH-
CTBUSI BPE/IHBIX MPOU3BOJICTBEHHBIX (PAaKTOPOB, TAKMX KAaK KOH-
TaKT C paCTBOpl/lTe.ﬂﬂMl/l, KpaCKaMl/l, HpOMbllJ.lJICHHO];I n
METaITIMYeCKOH Nbuibio 1 1p. [12].

Homenkaarypa 1gG4-C3

Ha 3ape usyuenuns IgG4-C3 ucnonb3oBanoch 6osee jiecsaTi
pa3nMyHbIX Ha3BaHuil 3a6oneBanus [13], onHako B 2011 . coBeT
MESKIYHAPOIHBIX 3KCNEPTOB MPHHSIT NPEVIOXKEHHOE STIOHCKIMI
uccaefoBatensim Ha3BaHue «lgG4-cpsizaHHoe 3abo0seBaHKE»
(IgG4-related disease) u mpu3Bal 0TKA3aTLCS OT IPYTUX TEPMUHOB
1 MICTOPUYECKH CJIOXKUBIIMXCS HazBaHui [4]. CorytacHO NMpUHSITOM
HOMEHKJIATYpe Ul OTPaskeHWsl CrielprIecKoro MopaskeHust
KaXKJI0r0 OT/IEJILHOTO OpraHa/CUCTeMbl NCMIONL3YeTCsl NpedhrKe
«IgG4-cBs3anHbIi» . B 0TeuecTBEHHOI TUTEpaType YacTo UCTIONb-
3yercst TepmMuH «IgG4-accoupmpoBanHasi 00J1e3Hb» , UTO, 1O Ha-
IeMy MHEHHIO, HEBEPHO, TaK KaK MO CYTH SIBIISIETCS] TEPMUHOM
J. Geyer u coagr. [14] (IgG4-associated disease), KOTOpbIi1 OTBEpr-
HYT B PsTy POUYMX MEXKTYyHAPOJHBIM 9KCIIEPTHBIM COBETOM. MbI
cunraeM, uTo HazBaHue «IgG4-cBsi3aHHOE 3a00neBaHne» Ooree
TOYHO OTPasKaeT MeXXAyHAPOHO NpU3HaHHOe Ha3BaHue [gG4-re-
lated disease 1 IMEHHO €ro ClleflyeT UCIIONIb30BaTh.
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AuartHocrmka

He cyuiecTByeT yHUBEPCAIBLHOIO aHAIM3a UM METO/IA sl
mmnarHocTuku IgG4-C3. Bo Beex ciyyasix TpeOyeTcsl THiaTesb-
HOE COMOCTABIIEHNE KIIMHUYECKOH , IMMYHOJIOTMYECKOM U PeHT-
TeHOJIOTUYECKON KapTHUHbI [2, 5]. YunTbiBas KpaiiHee pa3HO00-
pa3ue Jnokanu3auuii 3aboseBaHusi, pa3pabOTKa OT/ENbHBIX
KPUTEpUEB JJIsl KaKJI0ro opraHa Heso3moxkHa. C ipyroit cTo-
POHBI, UCTIOJIL30BAaHNE YHUBEPCATILHBIX KPUTEPHEB IMArHOCTUKN
paboTaeT He OMHAKOBO XOPOIIIO JIIsI BCEX JIOKAIM3alyii (Hanpu-
Mep, PU SIPKO BbIPaXKEHHOM (pOPO3HOM XapaKTepe MOopakeHuii
NpyU CKJIepo3UpyIoleM TupeounuTe Pujienst u 3a6prolimHHOM
¢ubpose). Haubonee pazpaboraHbl MOAXO/bI K JUArHOCTHKE
AMUII 1-ro Tna kak Hanbosee YacToro 1 Hanbosee N3y YeHHOTO
nposinenust 1gG4-C3. Cy1iecTByeT OKOJIO JIECSITH Pa3IMUHbIX
kpurtepues uarHocTuku AWI, KoTopble OTpaKatoT 3BOJIOLUI0
B3IUISAJIOB Ha 3a00JIeBaHNe 1 OCOOEHHOCTHU HALMOHAIIBHBIX MEJIU-
UUHCKKX «IIKOJ». Hanbosee yacTo npuMeHsieMbIMU SIBIISIFOTCS
amepukanckue kpurepun HISORt (Histology, Imaging, Sero-
logy, Other organ involvement, Response to steroid treatment)
[15], smonckue xpurepun auarHoctuku AU 1-ro tuna 2011 r.
[16] n nosiBuBIMEecs: Takske B 2011 1. Me>KIyHapOHbIE [UarHO-
CTUYECKME COIJIaCUTEeJIbHble KpuTepuun auarHoctuku AWIT
(ICDC) [17], xoTOpble SBNSIOTCS HauOOJIEe YHUBEPCATLHBIMY,
B HUX TILIATEJILHO MPOPaboTaH BONpoc AuhepeHInaiIbLHOM An-
arHoctuku AUII 1 1 2-ro Trma u ocBelleHbI KJII0YEBbIE IMarHo-
CTUYECKNE MOMEHTbBI (peHTFeHOJ’lOFl/lLIeCKaH KapTuHa, T’MCTOJI0-
M1, BOBJICYEHHUE JIPYTMX OPTaHOB M CUCTEM, OTBET Ha TEPAIuIo).
B nam6onee o6uem Buie auarnoctuka [gG4-C3 orpaxena B
YHHMBEpCaTbHBIX AuarHoctniyeckux kpurepusix H. Umehara n
coaBT. [6]. [lnarHo3 6a3upyercst Ha 3 KpUTEpHUsIX:

1) KMHUYECKOM (HaJMume y3J10BOro uim udy3Horo yBemmuye-
HMSI OpraHa, T.e. 3TO BCeryja «IIJTI0C» TKAaHb);

2) ceponornyeckoM (TioBbiiienne yposHs [gG4 B chiBOpoTKe);

3) TUCTONOrNYeCKOM (BBISIBJIEHWE XapaKTEPHBIX TMCTOJOrMYe-
CKUX NpyU3HaKoB u runepcekpenuu IgG4 B Tkanu).

Takum 06pa3oM, B OCHOBE KPUTEPHEB JIEXKUT BbISIBJICHUE M-
nepcekpenyn [gG4 B CbIBOPOTKE W/MITN IOPAXKEHHBIX TKAHSIX , OfI-
HAKO, K COXKAJIeHUIO, K JJAHHOMY TpPU3HAKYy HEOOXO MO OTHO-
CUTbCSl KpailHe OCTOPO’KHO U B3BELIEHHO, TaK KaK OH
HecreurpryeH 1 BCTpeyaeTcs NPy MHOKECTBE IPYTHX PEeBMATH-
YECKMX, MH(PEKIMOHHBIX 1 OMyXOJIeBbIX 3a00JIEBaHUSIX , MOXKET
ObITb OTPULATENILHBIM B CbIBOPOTKE J1a>Ke NMPY aKTUBHOM 3a001e-
BaHun y 30% MaumeHToB U MEJICHHO pearnpoBaTh Ha (hoHe yc-
neuHoi Tepanuu [18-20]. Takske nokasaHo, YTO NpK KpaiiHe Bbl-
cokux 3HaueHnsIx [gG4 cbIBOPOTKM MPU OTCYTCTBUU IOZKHOTO
Ppa3BefieHrs1 TeCTUpyeMoro oopasia MOryT HaOMOIaThCs JIOXKHO-
OTpHULIATE IbHbIE PE3y/IbTaThl TECTa 3a CUeT 3(h(PeKTa NPO30HbI
[21]. Bce 370 3acTaBisieT MCKaTh HOBbIE 00Jiee UyBCTBUTEIILHbIC
U crienmuyHble MapKepbl 3a6oeBanus. Tak, nepcneKTUBHBIM
MapKepoM, KakK JUAarHOCTUYECKHUM, TaK W IS }J,I/IHaMI/I‘{eCKOIZ
OLICHKH aKTMBHOCTH 3a00JIeBaHMs1, HE 3aBUCSILM OT ypoBHsi [gG4
CBIBOPOTKH, SIBJISIETCS YPOBEHb IMPKYJIMPYIOIIMX M1a3Ma01acToB
(T1B) B kpoBwu [22]. OnHAKO JaHHBI MapKep He IOCTYTIEH B Py THH-
HOM KJIMHUYECKOI1 MpakTHKe Kak B Poccun, Tak 1 3a pyOGesKoMm.

Mo mepe nosiBneHuns nonnManust HecosepiiieHcTBa [gG4 Kaxk ju-
arHOCTMYECKOro Mapkepa, (pOpMUPOBAHUS «KJIACCHMYECKOro 00-
pasa» 3a00neBaHusl, pa3BUTHS JMATHOCTUKY 110 TyTH MEHee MHBA-
3UBHBIX MpOLEAYP M HEoOXoauMocTH (hopMHUpOBaHus Oolsee
OJIHOPOJHBIX I'PYII MALMEHTOB /IS LeNell KIMHUYECKUX UCCIeNo-
BaHMI BO3HUKJIA HEOOXOJIMOCTb B HOBBIX MOJXO/IAX K IMarHOCTHKE
u knaccucpukarym [gG4-C3. Tak, BO3HUKIN KTacCU(MKAIMIOHHbIE
kpurepnn IgG4-C3, npejyioskeHHble MexkTyHapOHOM MPYIOil 3KC-
neproB EULAR/ACR u BamujiipOBaHHbIX Ha OOJIBILION KOrOpTe Ma-
1peHToB [23]. [JaHHbIe KpUTEPUN COCTOSIT U3 3 KPYIHBIX OJIOKOB:
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1) He06XOAMMOr0 YCIIOBUS BKIIFOUYEHNS (HANYME XapaKTEPHOTO
MOPaYKEHNsT OJTHON U3 «KJTACCUIECKUX» JIOKAIN3AIWIA);

2) KpUTEpUeB UCKITKOYEHNUST, KOTOPbIE JJAIOT XOpOoLllee Npe/icTaB-
JieHe 06 OCHOBHBIX HalpaBJIeHUsIX JudepeHuanbHoN au-
ArHOCTHKHM TIPU JJAHHOM 3200JIEBaHUM;

3) KpUTEpUHU BKIFOUEHUS , ONMMCHIBAIOIIME BCE KITFOUEBbIE KITMHU-
yeckue, PeHTreHoornyeckue, Mopgoiorniueckue, gadopa-
TopHble npu3Haky I[gG4-C3 cooTBETCTBYIOLLEN TOKATU3ALMH.

Kakpibiit npu3Hak orieHMBaeTcsl B 6ayuiax, npu cymme 6auioB
20 u 6onee nuarno3 IgG4-C3 MoKHO cunTaTh TOCTOBEpHLIM. UyB-
CTBUTCJIBHOCTL 1 CHCIJ,I/I(bI/I‘{HOCTb JTAHHBIX KPUTEPHUEB COCTABJIAIOT
83 1 98,9% cooTBeTcTBEHHO. [laHHbIE KPUTEPUM HE MOJXOMIST /17151
JIMarHOCTHKY PEfIKMX JIOKATIM3ALI 1 HEKJIACCUUECKHX CITy4aeB 3a-
GoIeBaHNsI, HO «paboTaI0T» TIPU HAMOOJIee YAaCThLIX BapUaHTaXx, MO3-
BOJIAOT HOHOﬁTM KOMIIJIEKCHO K OLICHKE KJIMHUYECKOMN KapTUHbI Y
JIAHHOTO MauyeHTa 6e3 >KeCTKOM NpyBsI3KY K cekpetyn [gG4 u naske
Haymmumio 6uornicun B enoM. Kpome Toro, Kpurepun npefocTas-
JISTFOT CMMICOK MPU3HAKOB — «KPACHBIX (hJ1aroB» , Py OOHAPY>KEHNN
KOTOPBIX aJleepHaTVlBHblﬁ JHUArHo3 CTAaHOBUTCA Ooutee BEPOATHLIM
7 HEOOXOIMMO OoJiee TIIATENIbHOE 00CIe/loBaHNe (B TOM YUCTIE B
GOJILLIMHCTBE CITy4aeB MPOBEJICHUE OUOTICUMN).

Ilamomopgpoaozuueckasn Ouaznocmuka. VIMEHHO cTepeo-
TUIMHOCTH BbISIBIISIEMbBIX HaTOMOpCbOJIOFI/ILIeCKI/lX M3MEHEHUI B
pasnuusblx opraHax npu IgG4-C3 no3sonuna o6beJUHUTL HA
MePBbIN B3IJISI/] CTOJb pa3HbIe MPOSIBIICHUS B OJIHY HO30JIOTHIO.
[TaTomoponoruyeckast AMArHOCTUKA (TUCTOJIIOTUUECKOE U M-
MYHOTMCTOXMMHUUECKOE MCCIIE[JOBAHNE) SIBIISICTCS] KPAeyrolib-
HbIM KamHeM B iuarHoctuke 1gG4-C3 u nos3sossieT nposecTu
nudepeHIMabHBIN IMarHo3 B NMEPBYI0 OYepe/lb CO 3J10Kave-
CTBEHHbIMU 3a00JIeBaHUSIMU. Y UUTbIBAsI HeCTIELM(PUUHOCTD CeK-
peunu IgG4 B TKaHsIX, nocse aHanau3a OOJIBIIOro MaccuBa JlaH-
HbIX BbIPAOOTAHbl Pa3Hble AUATHOCTUYECKUE HOPMBI YUCIHIA
1gG4-cekpeTupyronyx Naa3MOUMTOB /171l pa3HbIX TKaHew (ot 10
no 200 KJIeTOoK B ToJie 3peHust PpU OOJBIIOM yBEJIUMUEHNUN), &
TAaK>XKE YCTAHOBJICHbI NPU3HAKU-UCKITFOUCHUA (Haﬂl/l‘{l/lﬂ rpa”y-
JIeM, HEKPOTUYECKOIO BaCKYJIUTA, BbIPAXKEHHOI'O HEUTPOPUIIb-
Horo uHpuibTpara) [5]. Takke BasKHO TOAYEPKHYTh, UTO Ha Ce-
TOJIHSLIHUIA IEeHb CYIIECTBYET KOHCEHCYC OTHOCUTENLHO TOrO,
YTO OMOICHUSI HEKOTOPBIX OPraHOB, TAKMX KaK JMMMaTnyecKuii
y3ell, KoXa, CJIM3UCTasi HOCA U MOJIbIX OPraHOB KeJyI0UHO-K1-
LIEYHOrO TPaKTa, He MOJXOAMT 7Sl IEPBUYHOI Mopdosornye-
ckoii Bepucukamm auarnosa [gG4-C3 [23, 24].

XOpOl.UO MN3BECTHA [OUArHoCTHU4YeCKas TrucTojiorunyeckKas
tpuaga 1gG4-C3: numdboria3smMouuTapHblil HUHPUILTPAT, Mya-
ponopo6HbIit (prbpo3, obnurepupytommii daeour [5]. OpHako
NP QHAJIM3€ JJAHHbBIX OOJIBIION MEXX/yHaPOJHON KOropThI Maly-
enToB ¢ 1gG4-C3 BbISICHUIIOCH, UYTO Myaponofo0Hblil (pubpo3 u
o6nTepupyoLmil (hJeGUT sIpKUe, HO OTHIO[b HE CaMble YacTo
BbISIBIISIEMbIe TIPU3HAKH, HA HUX €CTh yKa3aHue MEHee YeM B I10-
JIOBMHE clyyaeB (MakcuMalibHO B 48 1 25% COOTBETCTBEHHO)
[7]. Takne Hu3KMe UMPPBI TAK>KE MOTYT ObITh CBSA3aHbI C HEJIO-
CTaTOYHBIM 00BEMOM OMOINCHUITHBIX 00pa3LOB, HAIPUMED, PU
MPOBE/ICHNI MAJIOMHBA3MBHBIX MYHKIMOHHBIX OUOTICHUII.

ITHUOAOIMA U NATOTeHe3

B nocnepHme HecKOBKO JIeT MPOM3011IeN HACTOSIILI OyM B 13-
YUYEeHUM WMMYHOJIOTMUECKMX MexaHm3MoB passutus 1gG4-C3.
DTOMY BOMPOCY MOCBSIILEHbI IECSITKA PA3IMUYHBIX UCCIIEIOBAHUIA.
Bocnanenvie u (pu6po3 B NOPasKeHHbIX TKAHSIX SIBJISFOTCS Pe3yJlb-
TaTOM TeCHOro B3aumopeiicTeusl T- u B-knerok. MHorue mexa-
HU3MbI HAYMHAIOT NPOSICHATBCS, OJIHAKO €/JMHON HENPOTUBOPEeUH-
BOI KapTUHbI MO-TIPESKHEMY He CYILECTBYET.

Aymoanmuzenwt. SIBnsiercs m [gG4-C3 ayTOMMMYHHBIM 3a-
6oseBanneM? DTOT BOMPOC 3BYUUT MOCTOSIHHO U OJIHO3HAYHOTO
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OTBETa Ha HETo TOKa HeT. 3a BpeMsl UCCIefIOBAaHMS 3a00JIeBaHuUs
BBISIBIICHBI JIECSITKU PA3JIMYHBIX MOTEHUMAIBHBIX MOJIEKYJ, HO
HU OfIHA U3 HUX HE MOKET ObITh Ha3BaHa B KAUeCTBE OCHOBHOI'O
AQHTUI'€Ha, KOTOPBII TOYHO yyacTBYET B IaTOreHese 3abolieBa-
Hud [2, 11, 25].

Aymoanmumeana. 1gG4 — yaukanbubii cyotun IgG, obmna-
AAIOLMI PSIOM GMOIOTUUECKUX 0COOEHHOCTEN (CITOCOOHOCTD K
obmeny Fab-parmentamu, hopmupoBaHuto GucnenupuiecKux
AQHTUTEJ, HE CMIOCOOHBIX CBSI3bIBATH KOMIJIEMEHT M AHTUTEHBI C
¢popMHUpOBaHEM KPYITHBIX IMMYHHBIX KOMIIJIEKCOB), IEMAIOILX
€ro «MPOTHBOBOCTIAIUTEILHBIM» , & HE «IPOBOCHATUTETbHBIM
[1, 13]. Mexaunu3m nepekioueHust Ha cunte3 [gG4 1o KoHua He
SICEH, BEPOSITHO 3TO MPOUCXOJUT MO ICCTBUEM MHTEPJICHKIHA
(AJ1)-4 u NJI-10, cunTesnpyembix T-ommmKynsipHbIMA XeJre-
pamu (Tpx) 2-ro Tuna [26]. MI3BecTHBI 3a6051eBaHNs, B KOTOPBIX
IgG4 urpaet naTOreHHYO poJlb, OJHAKO B HACTOSILUI MOMEHT
sCHO, uTO B 1gG4-C3 0H He sIBJIsIeTCS «LEHTPAIbHbIM UTPOKOM»
1 caM 1o cebOe He yJacTBYeT B TKaHeBOM mopakeHu [1,25]. M.
Shiokawa u coaBr. [27] ycTaHOBIIM, UTO NpU uHBeKIMK IgG oT
nayuenToB ¢ IgG4-C3 y Mbliieil BO3HUKAIM OpraHHbIe Mopaxke-
HUS (TIOJPKEITYIOUHON 3KeJie3bl M CIIIOHHBIX KeJie3), IPU 3TOM
BOCTIA/INTENIbHbIE U3MEHEHHUs1 6oJiee BbIpasKeHbl NPU BBEICHUU
n3onupoBaHHoro IgG1 u cyiiecTBeHHO MeHee BbhIpaskeHbl MpH
Beefiennu cmecu IgG1 u IgG4, uTo nopaepsKuBaeT «IpOTUBOBOC-
MaINTeNbHY0» runote3y. OHaKo BBeIeHHE M30JMPOBAHHOTO
IgG4 Takke BbI3BIBATIO BOCTIATIEHNE B TIOMKETYIOUHON >KeJie3e
Mbler. BoaMoskHoe 00bscCHEHre 3TOMY (DEHOMEHY 1aHO He-
cKosbkMMU rojiamu nosxke T. Sasaki m coast. [25], KoTOpBIE
ycTaHoBUiM, 4To IgG4 MoXeT ak TMBUPOBATh UTOTOKCHYECKUE
T-mamcponmter (LITIT).

T-kaemxu. IMeHHO T-muMpOLIMTEI COCTABNISIIOT NOAABIISIOLLIEE
GOJIBLIMHCTBO KJIETOK TKAHEBOT'O BOCIIAIUTEILHOIO MH(DUIILTpaTa
npu IgG4-C3 u, no-BuiMoMy , UrPatoT LEHTPAJIbHYIO POJlb B I1a-
Torenese 3aboneBanus [5, 11, 25, 28]. Immrensaoe Bpems 1gG4-
C3 cuuranock Th2-3aBrucuMbIM 3a0071€BaHKEM , OJTHAKO TOCJIETHIE
VCCTIEIOBAHNS TOKA3aJI, YTO JJAHHBIE KJIETKH HE OOHAPY KUBAIOTCS
B ouarax TKaHeBbIX nopaxkenuil npu IgG4-C3 u BcTpevaroTcst
TOJILKO B KPOBOTOKE Yy MALMEHTOB C COMYTCTBYIOIMMI aJlIepru-
yecK1MH 3a6omeBanusmu [ 13,26, 29]. HanpoTtus, B KpoBH 1 opa-
SKEHHBIX TKaHSIX MaMeHTOB ¢ akTuBHbIM [gG4-C3 nmeer MecTo
kJoHasbHoe pacnpoctpanenue CD4+ LTJI (Hapsiny ¢ I16 1 aktu-
BMPOBaHHbIMU B-KJleTKaM1), 4TO KOCBEHHO YKa3bIBAaeT Ha TO, YTO
9TO SIBNSIETCSI OTBETOM Ha ONepefie/ieHHble aHTUreHbl [25, 26].
Yucno CD4+ LTJI nonoxkurensHO KoppeaupyeT ¢ yposaem [gG4
B CHIBOPOTKE M YMCIIOM NMOpakeHHbIX opraHoB [26]. LITJI skcnpec-
cupyroT noBepxHocTHbI Mapkep SLAMFE7 (signaling lymphocytic
activation molecule F7, curnanbHast Monekyna JIuMOLUTApHON
axTuBauuu F7) 1 BbIpabaThbIBatOT IpaH3UMbl, IephopyH, UHTEpde-
poH v, NI-1 u Tparcgopmupyroruii (haktop pocTa 3, 3amyckast
aronTo3 KJIETOK U NMOTEHUMPYs BOCNaneHne n (pubpo3 B TKaHIX
[26]. CD4+ LTJI peakTHBUPYIOTCS B TKAHSX aHTUICHIIPE3EHTH-
pytoumMu B-kneTkamu, KOTOpble, BEPOSITHO, MIPEACTABIISIIOT UM
anturennl B coctae MHC 1l (rmaBHOTO KOMILIEKCA THCTOCOBMeE-
ctumoctn I kmacca) [11, 26]. DTo TakKe OOBSACHSET, TTOUEMy
riocsie aHTHU-B-KIeToOYHOH Tepanuu puTyKCMMaOOM MajiaeT U YkciIo
cnenucryeckux LTIT. IIUTOKUHBI, XeMOKUHBI U IPOUKe Npocuo-
poTHrYecKue MoJeKyJIbl, cuaTe3npyemble LITII n B-knetkamm, npu-
BJIEKAIOT JIPyrHe KJIeTKU (MOHOLMTEI, MUO(HOPOOIACTDI, ISHAPHT-
Hble Kjetku, npyrue T- u B-knetku, makpodarm) B ouyar
BOCHAJIEHNsT, KOTOPBIE NMOJIEP>XKMABAOT 3TOT Mporecc [11].

Tdpx Tak>Ke UTpatoT BaXKHYIO POJIb B TTATOreHe3e 3a0071eBaHusl.
Kak cka3aHo Bbllle, OHM y4acTBYIOT B NepekyroueHnn B-kieTok
Ha cunTe3 IgG4, a TaksKe yyacTBYIOT B (pOPMUPOBAHUY 3KTOMMYE-
CKMX 3apOfIbILLIEBbIX LIEHTPOB, cekpeTupys MJI-21 [25]. Y nauyen-
ToB ¢ IgG4-C3 ysemmuuBaetcs uucno ThX2, uMpKympyroLyx B
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IgG4-cBszaHHoe 3aboAeBaHme

KPOBH, OHM HAKAIIJIMBAKOTCS B OYarax MopakKeHNs U X YUCII0 KOp-
pemupyeT ¢ ChbIBOPOTOUHbIM ypoBHeM [gG4 1 MpKymMpyrommx
1B, a Takske YrcioM nopaskeHHbIx opraHoB [2]. T. Sasaki u coaBT.
[25] mokazanu, yro Tchx urparoT BaskHYHO pOJIb B MPOJLYKIMHU ayTO-
PEaKTHBHBIX aHTUTE!, yCUIIMBAIOLLMX BOCHaleHHe B TKaH!. Jlo6aB-
nenne uarnomropa BCL-6 (B-cell lymphoma 6 protein, 6emok-6
B-knerounoit mmgomel), hakTopa TPaHCKPUIILIMK, HEOOXOJIUMOTO
ns popmuposanust Tpx u3z CD4+ T-kieToK, TpUBOIUIIO K 0c1ab-
JIeHnto Bocrianenust [25]. 3To HaGutofieHre OTKpbIBAaeT HOBbIE BO3-
moxkHoctu B Tepammn [gG4-C3. Tak myts NJI-6/UJ1-21-STAT3
perysstopHbIi B pazsutin Tcpx. Ero 6rokaa nop ieficTBueM 1H-
TMOMTOPOB siHyC-KMHa3 (JAK-K1Ha3) sBNsieTCs IepCneK TUBHLIM Me-
TosioM Tepanuu [gG4-C3 [25].

B-kaemku. B-knetkn, 6€3yClIOBHO, UTPAIOT BasKHYIO POJIb B
naToreHese 3a00/eBaHMs], YTO CTAJI0 OCOOEHHO HATJISIHO TocIe
omnucanus ycnemHoro onbiTa nedenns [gG4-C3 antu-B-knerou-
HbIM MpenapaToM pUTYKCUMAOOM. Y TMalMeHTOB C aKTUBHBIM
[gG4-C3 B cbIBOPOTKE KPOBU 1 B MOPASKEHHBIX TKAHSIX NMEETCs
KJIoHanbHas nponudepauys [1b, onpepensieMbIx Mpyu NPOTOYHO
muromerpun kKak CD19+CD20+CD27+CD38+ [22, 30]. Mx
YKCJIO KOPPENMPYET C aKTUBHOCTBIO 3a00JIEBaHUS], YUCIIOM MTOpa-
SKEHHbIX OPraHOB M CHMXKaeTcsi Ha (hoHe aHTU-B-KineroyHoit Te-
pamu putykcuma6om [22]. Ha memOpane I1Bb, a Takxe fipyrue
AKTUBMPOBaHHbIE B-KJIE€TKM HECyT OOJIbLIOE YMCIO MOJIEKYJ
MHC II knacca, BEpOSITHO, Urpast BA>KHYIO POJIb B IIPE3EHTALUN
AHTUTEHOB (ayTO-, MUKPOOHBIX MM Kakux-m6o apyrux) CD4+
LTII[11,26]. Opyras noreHumanbHas poss B-knetok npu IgG4-
C3 — cuHTE3 UMTOKMHOB U XeMOKMHOB, BbI3bIBAIOLIMX U TOJIIEP-
SKMBAIOLIMX BocniajieHne u ¢pubpo3 B ovare 3aboneBanus [11].

Kaunuueckue npossaenus. 1gG4-C3 MoxeT 3aTparuBathb
060 OpraH WM CUCTEMY, OIHAKO B 85% cityuaeB nmopakeHust
JIOKAJIM3YIOTCS XOTSI ObI B OJTHOM U3 CJIEAYIOUIMX 7 OPraHoB (3a
WCKITIOYEHUEM JIMM(PATUYECKUX Y3JI0B): MOJIKEIYI0UHAasl 3Ke-
Jie3a 1 XKeJTYeBbIBOJSILME MyTH, CJIIOHHbIE U CJIE3HbIE JXKeJle3bl,
3a0pIOILIMHHAs KleTyaTKa, nouku, jgerkue [1, 2, 9, 31]. Takxke
Ha CETOJIHSIILIHUI JIeHb OMMCAHO IO CYTH MATOrHOMOHUYHOE ISt
IgG4-C3 nopaxkeHue B 06J1aCTH FPYIHOI KJIETKU B BUJIE MATKO-
TKaHBIX MPOJIOJBLHBIX MapaBepTeOpalbHbIX oOpa3oBanuii [32].
JanHoe nopaskeHue cToab TunnyHo st [gG4-C3, uto BHeceHo
B KJ1accudukauuonsbsle kputepuu IgG4-C3 [23].

AMEPUKAHCKIM HCCIIEJIOBATENSIM HA OCHOBAHUM aHAIM3a
GOMBIION MEXKTyHAPOAHOI KoropThI nanyeHToB ¢ [gG4-C3 yna-
JIOCh OTPEJICIIUTh OCHOBHbBIE XapaKTepHbIC MATTEPHbI MOpasKe-
HMI U BbIINIUTS 4 rpynmbl nauueHTos ¢ IgG4-C3:

1) c maHKpeaTorenaToOMINAPHBIMU MTOPAXKEHUSIMU;

2) peTponepuTOHeaTbHbIM (hOPO30M/TIOPAXKEHNEM A0PThI;

3) nopa>keHueM B 00J1aCTH FOJIOBbI U 1Ie (JIMMUTUPOBAHHOE);
4) no Tuny cunppoma Mukynnya (cuctemusiii Tim) [7].

Be3sycnoBHO, BO Bcex MOArpynmax BCTpeyaIich pa3Hooopas-
HbIe MOPAXKEHMsI, HO KaKas-TO JIOKaJu3auus Oblia BeyLei.
JlaHHbIE TPYMIBI IOCTOBEPHO OTJIMYAIIUCH HE TOJBKO MO YUCITY
U pacnpeiesIeHHIO OPraHHbIX MOPasKeHUI, HO 1 1o jieMorpadu-
YECKMM MOKa3aTessiM, BpEMEHHU /10 YCTAHOBJIEHHS JIMarHo3a,
ypoBHto [gG4 chIBOpoTKM, MaTOMOP(OTIOrNIECKOi KapThHE
(yacToTe BbISIBJIEHHSI MyapoIojloOHoro pubpo3a, 06auTeprupyto-
wero ¢aeduTa). BoisiBieHMe TaHHBIX TPYIIN MEPCIEKTUBHO C
TOYKM 3PEHHS] BO3MOKHOCTH (POPMUPOBATH G0JIee OTHOPO/HbIE
KOTOPTBI /|15l UCCIIEJIOBAHMS TEPANEBTUUYECKUX NPENnapaToB U 1C-
caenoBanus aTonarorenesa [gG4-C3, Tak Kak He UCKJITIOUEHO,
YTO B Pa3HBIX rpynmnax OylyT UMETh 3HAUeHUE pa3Hble FeHEeTH-
yeckue 1 cpejioBble hakTophbl pucka [7].

[gG4-C3 siBnsieTcst MeqiTIeHHO MPOTPECCUPYIOLIM U I0CTA-
TOYHO I0OPOKAYECTBEHHBIM MO TEUEHMIO 3a00JIeBaHIEM, C YEM
MOXET ObITh CBSI3aHA €ro JIOCTATOYHO TO3/IHSS IMarHOCTUKA.
CpepiHee Bpems OT MEPBbIX CUMIITOMOB JI0 TOCTAHOBKH JIAarHo3a
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COCTABJISIET OKOJIO 2 JIET, M 3TO CNPABEIIMBO He TOJBKO st Poc-
cum, HO U Ji7isl Bcero mupa [7, 9]. B aToM cmbicie nmosiBienne
HOBBIX KJIACCU(PUKALMOHHBIX KPUTEPHEB, B KOTOPBIX CMELIAETCS
aKUEHT C BbIsiBIIeHNs runepcekpeyn [gG4 B osib3y NOTHOLEH-
HOM KIIMHUKO-JTAa00paTOPHON 1 KIIMHUKO-PEHTICHOIOTMYECKON
OLIEHKH, BbljielieHne cyOTUnoB 06oje3Hn U (opMyaMpoBKa
OOIIMX IMArHOCTHYECKUX aJITOPUTMOB CIIOCOOHBI YTy UIIUTh /U~
arHOCTHKY 3a00JIeBaHUSI M CHU3UTB YMCIIO HEOOPATUMBIX MOpa-
SKeHWI OpPraHoB M3-3a MO3/IHeN AnarHocTuku [7, 9, 23].

OcHoBHBIE KIMHKUKO-Tab6opaTtopHble uepThl 1gG4-C3 onu-
caHbl BO MHOXecTBe paboT [1, 2, 24, 31], B TOM uncne B oTeue-
cTBeHHOI jutepatype [9, 13], 1 ux nofpoGHOE paccMOTpeHUe
HE SIBJISIETCS! LIeJIbIO JAHHOTO 0030pa.

Csa3v IgG4-C3 ¢ annepeuyeckumu 3aboresanuamu. Anmnep-
I'MYeCKUM NposiBiieHusiM y nauueHTos ¢ 1gG4-C3 oTBomnoch
6O0JIbIIOE BHUMAHKE HA HAYAJIbHBIX dTanax u3yueHus 3a0oJeBa-
HMS1, KOTJIa €r0 paccMaTpuBaiiy ellie B pamkax Th2-3aBucumoro.
PaznuynbiMK annepruyeckuMu nposiBJEHUSIMU, 110 Pa3HbIM JIaH-
HbIM, cTpafaloT 10 30—40% nauuenTos ¢ 1gG4-C3, ocobeHHo
NpY JIOKaM3ayy 3a00J1eBaHKs B 06J1aCTH roJIoBbI M 1ien [1, 9,
33, 34]. Do3uHOUINS B TKAHU SIBJISIETCS] OJHON U3 XapaKTep-
HBIX rucTonorndeckux uept [gG4-C3, okoo TpeTn nanueHToB
MMEIOT 303MHO(UINIO B epuepruyecKoil KpOBU U MOJIOBUHA —
nosbienne IgE ceBopotku [1,5,9, 33, 34]. C yuyeToM BbICOKOI
4acTOTbI ajyiepruuyeckux nposipaenuii npu IgG4-C3 u accouua-
1M C TIOBBIIIIEHNEM 3031HO(MIIOB 1 ypoBHS IgE B kKpoBu marm-
EHTOB MPEJOoJIarajics ajuiepruueckKii MeXaHu3M BO3HUKHOBE-
Hus 3a6oneBanus [1]. Ognako E. Della-Torre u coast. [35]
MOKAa3aJIM, YTO YaCTOTA AJUIEPrYEeCKUX 3a00JIeBaHU y MalMeH-
ToB ¢ [gG4-C3 cTaTuCTUYECKN HE OTIMYAETCS OT OOIIEeNomy-
JISIIMOHHOM, ceUpUUECKHX aJlJIEPreHOB BIICIUTh HE YaeTcs,
a cpeiHuil ypoBeHb chiBOpoTouHOro IgE u cpefnee uncio 203u-
HO(UIIOB B KPOBU JIOCTOBEPHO HE OTJIMYAINCH Y MALMEHTOB C
ATONMMYECKUMHU MPOSIBIEHUSIMA 1 Ge3 HUX. Takke TOUHO HesicHa
cBsi3b [gG4-C3 n nopaxkeHuit Hoca ¥ MapaHa3allbHbIX CUHYCOB.
HecmoTpst Ha X GOJIBLIYIO pacpOCTPAHEHHOCTh CPeJ Taly-
eHtoB ¢ [gG4-C3, oTenbHbIX PaboT, TOCBSILEHHBIX UCCIIE0-
a0 [gG4-cBsI3aHHBIX MOpakeHWi Hoca/mapaHa3aibHbIX CH-
HYyCOB, OuYeHb Majo. KIMHMYecKue M peHTreHOJIOrnvyecKue
npu3Haku XxpoHuueckoro puxocunycuta (XPC) npu IgG4-C3
HEOTIIMIMMBI OT TPOSIBIIeHNIT «00braHOro» XPC, a nnarnocTu-
yeckasi 3HaUMMocTb Hanuuus IgG4+ KieTok B CIIM3UCTOl Hoca
ocTaercst cniopHo [36]. Bce 9TO BbI3bIBaeT 3HAYMTELHbBIC
CJIOXKHOCTH B TMPABUIILHOI TPAKTOBKE MMEIOLINXCS CUMIITOMOB,
0co0eHHO B ciyyasix ¢ ge6rorom IgG4-C3 ¢ XPC B oTcyTcTBUE
APYIUX XapaKTePHbIX 04aroB nopakeHni. Takke CyliecTByOT
pa3Horiacusi cpeu ucciefosareneii, ssasercs i XPC camo-
crosiTeNbHbIM nposiBnenneM [gG4-C3 [36].

Ceasv IgG4-C3 co 3nokavecmeenubimu onyxoasamu. B Ha-
cTosllIee BpeMsl BOPOCY B3aMMOCBSI3U Ay TOUMMYHUTETA U KaH-
HeporeHesa yjelnsiercst 6osblioe BHUMaHue. He nckirouenne u
1gG4-C3, oyiHaKo JlaHHbIE O €r0 B3aMMOCBSI3U CO 37I0KaYeCTBEH-
HBbIMM 00pa30BaHUSIMU NMPOTUBOpPEUNBbI. EcTh MHOKECTBO CO-
OOLIEHNI O COUYETAaHUM ITHX JBYX 3a00JI€BaHuii, B TOM YHCIIe U
B POCCHUICKMX MccrefoBanusix [37, 38], oqHaKo OTAENbHbIX HC-
CJIe/IOBAHMII, OCBSIIEHHBIX 3TOMY BOMPOCY, HEMHOT'O, B 60JIb-
LIMHCTBE U3 HUX YAaCTOTA COJIMIHBIX OMyXO0Jel 1 37I0Ka4eCTBeH-
HoW uMonponmgepayn oleHnBatach BMecte. BzanMocssizb
3n0KavecTBeHol auMgonpomudepamyn u 1gG4-C3 B nesnaom
siCHa: GOJIBIIMHCTBO MCCIIEIOBATENC CKIIOHSIOTCSI K TOMY, UTO
PUCK pa3BUTHS IMM(POM, 0COOEHHO B-KIIeTOUHBIX, Y MalieHTOB
¢ IgG4-C3 cymecTBenno nosbimaetcst [37, 39]. Ckopee Bcero,
3TO 00YCJIOBJIEHO XPOHMYECKUM BOCHATICHUEM,, CYILIECTBYOLIMM
npu [gG4-C3, Ha poHEe KOTOPOTrO BO3HUKAET KIIOHATILHAS JINM-
pouyHas nponuepanysi, Kak 3To MPOUCXOJIUT, HATIPUMEp, PU
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6one3nu llerpena [40]. O6 nctuHHOM YacToTe TpaHchOpMALU
[gG4-C3 B mumcpombl cymuTh TpyaHO. [1o JaHHBIM pa3HbIX aB-
TOpoB, 10—19% IgG4-cBs3aHHBIX JTaKPUOAIEHUTOB OCJIOKHSIETCSI
pazsutueM sum@omsl [39, 41]. TTo HamMM COGCTBEHHBIM JIaH-
HBIM, HAJIMYKE IPU3HAKOB B-KJ1eTOYHOI KIIOHATILHOCTH (B TKaHU
1o peapakupoBKam reHoB [gVH n/unm Hanmmarie MOHOKITOHATb-
HOI1 CeKpeLy B CbIBOPOTKE KPOBM) HaOmtofiaeTcsl y 1/4 nauueH-
ToB ¢ [gG4-C3 [9].

B ciyvae conmHbIX omyXxouei B3auMOCBS3b HE CTOJb Ove-
BujHA. IHTEpeCHO OTMETUTB, YTO 32 UCKJTFOUEHUEM PEIKMX CITy-
yaeB offHoBpeMeHHol auarHocTuku [gG4-C3 u paka ofiHO# 1 TOM
JKe JIOKAIM3alMu B TIOABIISIIOIEM OOJIBLIMHCTBE CIyvaeB
1gG4-C3 Hukorpa He pa3BUBAETCs B OPraHe, ryie ObLla OMyXOJlb, U
Hao6opoT [39]. Takke He CyllecTBYET NPEUMYILIECTBEHHOTO THUIA
paka [39]. C cepeaunbl 2000-X roioB HauaIM NOSIBIISITHCS COOOLLE-
HMS1 O Pa3BUTHM 3JI0KAYECTBEHHBIX OMyxouieil y naupeHTos ¢ ANIT.
B nepsbix nccnenobanusx M. Yamamoto [42] u M. Shiokawa [43]
coobmanm o 3-KpaTHOM U 6oJiee TIOBBIIIEHNN PUCKa, OJHAKO
9TH JIAHHbIE HE HALIIY TIOAITBEPXK/ICHUS B O0JIee TO3/IHUX UCCIIe-
nosanusix P. Hart u K. Hirano [44, 45]. B HenaBHeM Hccieno-
Banuu Z. Wallace u coaBt. [39] ycTaHOBWIN, YTO Y NAMEHTOB
¢ [gG4-C3 B anamHe3e pak BcTpevaeTcs B 3 pasa yaile, 4eM B
KOHTPOJILHOH Tpynmne. ABTOPBI MOJIAratoT, 4TO 3TO MOKET ObITh
CBSI3aHO CKOpee C OOIIHOCTHI0 MMMYHOJIOIMYECKIX MEXaHH3-
MOB 1/unu (pakTOpoB pucka, Hanpumep ¢ yyactuem CTLs, yem
MOCJIEICTBUSIMU JIEYEHHS 3lI0KAYEeCTBEHHOI0 0Opa30BaHusl.

Aeuenune 1gG4-C3

Monxonp k Tepamun [gG4-C3 mo-npeskHeMy OCTaloTCs He-
AOCTATOYHO pazpaboTaHbl. MecTo 6a3MCHBIX MPOTUBOBOCTIAIIM-
TeJIbHbIX PENapaToB He ONpPeJeIeHO. «30JI0TbIM CTaHAAPTOM»
neuyennst 1gG4-C3 Ha CerofHsIUHUI JIeHb MO-TIPE>KHEMY
ocTarotcst rmokokoptukoussl (I'K), uro cBsizano ckopee ¢ ux
MOCTYIMHOCTBIO 1 OOJIBLILINM UCTOPUYECKUM OIBITOM INPUMEHE-
Hust. OTIMYHO 3apeKoMeH/I0Basa ce0st aHTU-B-kiieTounas Tepa-
vst pUTYKCUMaboM. PuTykcrimMat BO3MOSKHO TIPUMEHSITh B BUIE
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