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Liens 0630pa. [poaHanmsnpoeaTs COBPEMEHHbIE AAHHbBIE O HOBOM HO300TMYECKON hOPME C Myrb-
TMopramHeiM nopaxernem — IgG4-accounnposanHon 6onesnu (IgG4-Ab). Llens onpenensetca tem, 4to
paHee 3TUM TEPMMHOM OBO3HAYANM MHOXECTBO 3060NEBAHMA PA3NMYHBIX OPIAHOB M CUCTEM, KOTOPLIE
B HACTOSILLEE BPEMS PACCMATPUBAIOT B PAMKAX €4MHOIO NATONOTMYECKORO NPOLECCA.

OcHosHble nonoxenus. Coscem HepasHo IgG4-Ab BhineneHa kak COMOCTOSITENbHAS HO30M0-
rMyeckas GOpPMA C HEM3BECTHOM MOKA STUOMOTMEN U MYSIbTUOPTAHHBIM CHHXPOHHBIM MU METAXPOHHBIM
BOBJIEYEHMEM PABNIMUHBIX OPTAHOB M TKAHEN B Crieunduieckuii BOCMANUTENbHbIA MPOLECC, XOPAKTEPU3YIO-
WMIACS BIpaXEHHOM MHbunbTpaumen |gG4-no3UTUBHBIMM MIA3MOLMTAMM M MPOrPECCHUPYIOLLIMM BUOBPO3OM.
B HacToswee Bpemst Mbl MMEEM BO3MOXHOCTb AMATHOCTUPOBATL AAHHOE 3060NIEBAHME MYTEM NPUMEHEHMS
COBPEMEHHbIX 3HCIHM[;1, Kputepnes OUMArHOCTUKU U ONATHOCTUHECKMX ANTOPUTMOB, NPEACTABNEHHbIX B AOH-
Hom ob3ope. bonesHs Mukynnua, cemenHbii MynbTrdOKANbHLIA GUEPOCKNEPO3, NMMbOMNIASMOLMUTAPHBIMA
CKNIEPO3UPYIOLLMIA NAHKPEATHT, AYTOMMMYHHBIA MAHKPEATUT — HO30M0rMYeckmne Gopmbl OfHOTo 3a60nesa-
HUSI, O KOTOPOM eLLe AeCATUIETUE TOMY HO3AL Mbl HE MMENK SICHOTO NpeacTasneHus. JanHuii o63op npo-
LOMXAeT cepuio nybnukaumit asTopos, nocesuieHHbix [gG4-Ab. Cnepytolme 3a HacToawen nybnukaumen
paboTsl BynyT nocesweHs yactHoM natonormn — |gG4-accoummpoBaHHEIM MOPAXEHUAM MOLKENYLOYHOM
Xenesbl, XenueBbBOAALLMX NyTEW U APYIMX OPraHOB.

Beieogbl. DTronatorenes IgG4-Ab octaertcs 3aragkoi, OBHAKO LAHHBIE, MOTyYEHHbIE MPU €70 U3yYe-
HUM, MO3BONSIOT CYUTATL €ro yHUKAnNbHbIM. KpuTtepuu anarnoctuku [gG4-Ab BapbmpytoT B pasHbix permoHax
MUPA, HO NOCTOAHHO COBEPLWEHCTBYIOTCA, YTO [AET BO3MOXHOCTb B 6OJ'IbLIJl/IHCTBe cny4yaes yCTAHOBUTH
noctosepHbii anarHos IgG4-Ab.

Knioueebie cnoea: 6oneans Mukynuua, lgG4-accoummposanHas 6onesHb, CEMEnHbIN MybTUPOKAnb-
HbIl GUBPOCKNEPO3, MMMbOMNIASMOLMTAPHBIA CKIEPO3UPYIOLLMIA NAHKPEATUT, AyTOMMMYHHBIA NAHKPEATHT.

IgG4-associated disease: the general concept
A.O. Buyeverov

The aim of review. To analyze up-to-date data on new nosological entity with multiorgan
involvement — IgG4-associated disease (IgG4-AD). The aim was determined by the fact, that earlier this
term was attributed to the set of diseases of various organs and systems which is encompassed within
uniform pathological process.

Key points. Recently IgG4-AD was defined as independent disease entity with yet unknown etiology
and synchronous multiorgan or metachronous involvement of various organs and tissues in the specific
inflammatory process described by intensive infiliration by |gG4-positive plasma cells and progressing
fibrosis. Now we have an option to diagnose this disease by application of modern knowledge, diagnostic
criteria and diagnostic algorithms, presented in the this review. Mikulicz's disease, family multifocal
fibrosclerosis, lymphoplasmacytic sclerosing pancreatitis, autoimmune pancreatitis — are different forms
of single disease, on which we had no clear perception a decade ago. The present review continues a series
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of publications of authors devoted to IgG4-AD. Publications following the present article will be devoted to
specific diseases: to |gG4-associated lesions of the pancreas, biliary tracts and organs.

Conclusions. Etiopathogenesis of IgG4-AD still remains to be a riddle, however the obtained data,
allow to consider it uniqueness. Diagnostic criteria of IgG4-AD vary in different regions of the world, but they
are constantly improved, that enables to establish in the majority of cases correct diagnosis of IgG4-AD.

Key words: Mikulicz's disease, |gG4-associated disease, family multifocal fibrosclerosis,

lymphoplasmacytic sclerosing pancreatitis, autoimmune pancreatitis

BeepeHme

Ewe He npowno u 10 ner
¢ Toro momenTa, koraa lgG4-acco-
ummposanHas 6GonesHs (IgG4-Ab)
ObiNa  BHIENEHA KAK CAMOCTOS-
TenbHAs HO30norMyeckas bopma
C HEW3BECTHOM MOKA 3TUONOTrMEN
M BOBNEYEHMEM DONBLIOrO KONMue-
CTBA OPraHOB U TKaHEeMN B crneundu-
4YEeCKMM BOCMANUTENbHBLIM MpoLece,
XAPAKTEPUIYIOLLMICA  BbIPDAXEHHOM
uHdunsTpaumen IgG4-nos3uTuBHLIMM
KIETKAMU M MPOTrPeccHpyowmm
dubposom [10, 19, 24, 30, 37, 42,
44]. K HacToswemy BpeMeHn onmca-
Hb |gG4-accoummnposaHHbie nopa-
xeHus nomxenynoyrHos xenesst ([MX)
[12, 27, 32], xenueBbiBOAALMX MyTEV
[23, 27] v xenunoro nyabips [18, 36],
OPYrMX OPraHOB Xenygo4yHO-KMLLey-
HOrO TPAKTA, O TAKXE 3a6ploLmH-
HOTFO NPOCTPAHCTBA, JK30KPUHHbIX
Xenes, nerkmx, novek u T. a. [27].

o Toro momenTa, korga IgG4-
AbB 6bina noeHTMdUUMPOBAHA B KaYe-
CTBE OTAENbHOrO 306ONEeBaHUs, BO
MHOTMX OMYyBIMKOBAHHBIX K TOMY. BPE-
MeHM paboTax Gbin ONMCAHbIIULLb
oThenbHbIE Cly4an Unu He6OJ'IbLLIMe
cepum HABMIOAEHHUA C M30NMPOBAH-
HbIM BOBJIEYEHUEM B NATONOTMYECKHMMA
NPOLEeCC TOTO WMAM MHOMO OPraHa,
B 6OMbLIEN YACTM KOTOPLIX NPOLECC
PACCMATPUBANM KAK QYTOMMMYHHBIN
naxkpearnt (AUMM) ¢ sHenawkpea-
TMYECKUMM u3MeHeHnsmu [1, 4, 5].
B nocneaHee Bpema, opueHTUPYACh
HO YBENMUYMBAIOLLIEECS YUCIO CBUIE-
TENbCTB MYNbTUMOPIraAHHOIO nopaxe-
HUS M POPMMPOBAHME MPEACTABNE-
HUI 06 3TOM CAMOCTOATENBHOMN HO30-
norMyeckon Gopme, B UMEIOLLMXCS
|'|y6J'|MKOL|,MﬂX OMUCBIBAKOT COYETAH-
HOE CUHXPOHHOE MIIM METAXPOHHOE
BOBJIEYEHME B MATONOMMYECKUI NPO-
LECC MHOXECTBA OPraHOB-MULLEHEV

[7, 10, 13, 19, 30, 32, 33], cnyuam
X€ C M3ONMUPOBAHHBIM MOPAKEHNEM
BcTpeyaiotcs Bce pexe [18, 36].

bonee uyem BekoBol nepwu-
on OPMUPOBAHMS NpeacTase-
Huit 06 IgG4-Ab, HaumHas ¢ nep-
Boix Habmogeruin J. Mikulicz [22]
n H. Kiittner [17] & koHue XIX sexa
M 30KOHYMBAS CUCTEMOTUIUPYIOLLM-
MW COBPEMEHHbIE 3HAHWS Obbem-
HbiMu  nyBukaunamm [30], ceuae-
TENbCTBYET O LOMTON M OYEHb MHTE-
PECHOM WCTOPMM MU3YYEHUs 3TOrO
sabonesanus [3]. Cpean MHOXeCTBA
ny6AMKaLMI, BbILLEAWMX SO TOFO, KAK
Bbi1 CPOPMMPOBAH B3MIAL HA NPO-
bnemy |gG4-Ab, cnepyer otmeTuTh
aHakosyio paboty D.E. Comings
u coasT. [?], Bnepsbie onucasLmx
Cry4ait CEMEMHOTO MyNbTUPOKASb-
Horo $hubpocknepo3a ¢ PA3BUTUEM
OUYATOB . PETPONEPUTOHEAEHOTO
1 MEAMACTUHANBHOTO GMBPO3a, ckne-
PO3UPYIOLLErO  XONAHIUTA, TUPEO-
uouta Pugens w  nceegoonyxonu
masHuupl (6e3 BOBnedeHWs B Npo-
uecc [1X), koTopeiit peTpocnekTMeHO
MOXET BbiTb PACUEHEH KAK BAPUAHT
lgG4-Ab.

2noxansHoe OTKPLITUE B UCTOPUM
usyderns 1gG4-Ab npuHagnexut
H. Hamano u coasrt. [12], snepssie
BbISBMBLUMM YBENIMYEHME KOHLEHTPA-
umni IgG4 B coiBOPOTKE KPOBYM Y NALM-
entos c AWM. 210 OTKpBLITHE BHI3BANO
XMBOM UHTEPEC UCCNEefoBATENEN BO
BCEM MMPE, Y4TO MPOABMIOCH B YBESN-
YEeHMM UMCNA NYBANKALMIA C ONMUCAHM-
€M BHOBb BhisiBNIsembix cryuaes AN,
QCCOUMMPOBAHHOTO C MOBLILLEHHbIM
ypoerem IgG4 B ceiBOpOTKE KpPOBMY,
BOMbLIAs YACTb M3 KOTOPLIX MPUHAA-
NEXAno nepy snNOHCKMX yueHsix [2].
Cucrematmaaupms BbICTPO HAKAMIM-
BAEMbIX IAHHBIX, OCOBEHHO C y4ETOM
WMPOKOMACIITABHOTO MPOBEAEHMS
MMMYHOTUCTOXMMUYECKMX  MCCIEefo-

BaHMI, crnocobcTsoBana  bopmu-
POBAHUIO YETKMX NPELCTABNEHUN
O rucTonormyeckoi kapture AN,
WU, KOK €ro PAHEE HA3LIBAMM, JIMM-
onnasMouuTapHOro Cknepo3upyIo-
wero naxkpearmta (LPSP). B o6uimx
YEPTAX OHA XAPAKTEPU3OBANACH
NepuAYKTANbHONW BOCMNANUTENbHOM
MHOUNBTPAUMEN NPEUMYLLECTBEHHO
CD4-nosutueHbIMM T-nmdOoLMTAMM,
[gG4-RO3UTUBHBIMU  MIA3MOLMTAMM,
croprodbopmHeim GrBposom («mya-
POBbLIM», «BUXPEBUAHbLIMY, HOPMK-
PYIOLLMM Cneunduyeckuii pUCyHoK,
HOMOMMHQAIOLLMM KLUMHOBKY», C pPa3-
HOHQAMPABAEHHBIM  PACMONOXEHU-
eM GubpPO3HLIX Nyykos), atpoduen
QUMHOPHOM TKAHM, YOCTO MNPWUBOAS-
wei k creHosy npotoka X (MIX)
[3, 27].

Mccnenosanus nocnenHero pecs-
TUIETHS, CYLLECTBEHHO LOMOSHMB 3HA-
HUS O «MyNbTUPOKANBHOM MAMOMA-
TMyeckom dubpocknepose» 1960-x
rogoB, MpuBenu Kk GOPMUPOBAHMIO
NPeaCTaBneHUt O HOBOM CUCTEMHOM
sabonesanmm — IgG4-Ab [3].

O6Lpme NPeACTOBAEHMS
06 1gG4-Ab

IgG4-Ab  xapakTtepusyetcs
IMPDY3HBIM MM NOKANBHBIM (O4a-
FOBbIM, HOAYNSAPHBIM) MOPAXEHUEM
pasHeix opraHos [8, 9, 13, 17, 22,
31, 34, 39, 40, 45], sBosnukaoLMM
CUHXPOHHO (OHOMOMEHTHO) MU
METAXPOHHO  (nocnepoBaTensHO
C PA3HBIMU BPEMEHHBIMU  UHTEP-
sanamu) [5, 30]. MaTonornueckmi
npouecc o6yCnoBneH BbLIPAXEH-
HOM MHbUNBTPAUMEN NMMbOLMTAMM
M NNA3MOLMTAMKM C MOCIEAYIOLMM
passutuem dpubposa [41].

Stmonorna storo 3abonesaHus
[O CUX HEM3BECTHA, HO B HOCTOS-
Lwee Bpems MPOBOAAT MCCIELOBAHMS
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MO M3YYEHUIO HEKOTOPbLIX IEMEHTOB
naToreHesa € LEeTANM3AUMENR QHO-
MQAJNbHbIX UMMYHOJOIMMYECKMNX peak-
umi. boneoT npeumywecTseHHO
MYXYMHbI CpefHero unn noxunoro
Bospacra. KnuHuueckas kapTuHa
BAPbUPYET B LUIMPOKMX NPEAENax
B 30BUCUMOCTU OT KOMBMHALMM NOPa-
XEHHbIX OPraHOB-MULLEHEN W BbIPA-
XeHHOCTM npouecca. B 6Gonbuiei
H4ACTU M3BECTHbLIX CnydaeB OTMeYeH
NONOXWUTENbHBIM OTBET HA TEPAMMIO
koptukocteponaamm (KC) [10, 19,
24, 29, 37]. OnHako noNrocpoUHbIi
NPOrHO3 OKOHYATENLHO He onpene-
NIeH BBUAY OTHOCUTENbHO He60ﬂb|.|JO'
rO 4MCna HaBMOAEHWH, YPE3BbIYAN-
HOro PA3HOOBPA3UA  KIMHMHECKMX
bopm 1 BapMaBENLHOCTM NOAXONOB
k ucnonszosanuio KC (nossi, cpoku).
DakTOPOM, OrPAHUYMBAIOLLMM BO3-
MOXHOCTM OnpefeneHua NporHosa,
MOXHO CHYMTATL TAKXE 4acToe pas-
BMTUE OCHNOXHEHUIN: MEXAHWYECKON
xentyxu (lgG4-ckneposmpyroimsi
xonaHmt — 1gG4-CX — u/unm oua-
rosas ¢popma AU | tvna ¢ nokanu-
3auMen o4yara BOCMNANIEHUS B TONOB-
ke [MX), rupporHedposa scneacreve
NPOrpPeccMpylowero  petponepu-
TOHeanbHoro ¢ubposa co cpaene-
HUMEM MOYETOYHWMKOB, PACCTPOMCTB
ObIXOHUA M3-30 BOBJIEYEHUA NEerknx
B BOCNQNUTENEHO-GUOPO3UPYIOLLMIA
npouecc u 1. a. [10, 12, 14, 15, 19,
28,37, 39, 40, 44].

HomeHkaaTypa IgG4-Ab

[Mepsas nonbITKA co3-
nate  Homewnknatypy «lgG4-acco-
UMMPOBAHHOM  CKNEepo3npytoLLen
6onesnny Ha mogenn AUM ¢ BHe-
NAHKPEATUYECKMMU  U3MEHEHMSIMM
6a3upoBanacs MaBHEIM  06PA3OM
HO PA3BUTUM BOCNIQNMTENBHO-OUBPO-
3MPYIOLLEro MpoLecca  PasfuyHOM
NIOKANU3ALMK, XAPAKTEPHM3YIOLLErO-
¢ OBbEMHBIM YBENUYEHMEM BOBNE-
YEHHbIX B MPOLECC TKAHEM, LUenbix
OPraHOB MM KX YACTEM, KOTOPBLIM
HEPEeLKO MMWUTMPOBAN  OMyxone-
Boi npouecc [24]. Homerknatypel
«lgG4+SIPS»  (cucremnnin  IgG4-
QCCOLMMPOBAHHBIA  MAA3MOUMTAP-
Hoit cuHapom) u «lgG4+MOLPS»
(IgG4-nosnTHBHLIN  MyNETUOPTAHHBINA

TMMGONPONMPEPaTUBHBIA  CUHLPOM)
OCHOBbIBAJTMCb MPENMYLLLECTBEHHO HA
MMMbONNA3MOLMTAPHOM MHUNLTPO-
WM B OPrOHOX-MULLEHAX C AKLEHTOM
HO BLICTPYIO AMHOMMKY NPOLEecca —
YBEMMUEHUE OPraHa B PO3SMEPAX —
6e3 oueHku pubposa [19, 44].

[MprunHb HEOOHO3HAYHOIO MNOA-
X04A K CO3LAHMIO HOMEHKIATY-
pbl BONE3HM MOHSATHBI: KOrAA Peyb
upet o nopaxenun X [24], npo-
Tekaowem 6e3 TUMUUHON KAPTHHBI
XPOHUYECKOro naxkpeatTuta (6onb
M AMCrencus), NpoLEecC Hepeako
AMUTCS O MOMEHTA YCTAHOBEHMS
AMArHo3a BECbMA AONMro, TAK 4TO
dUbpo3 Kak CneacTsme ANUTENbHOM
BOCMNQNMUTENBHOM  UHPUNLTPALMM
ycnesaeT CchOPMMPOBATHCSH, B TOM
uncne B ypanerHsix ot DX opra-
Hax-muwweHsx. Korpa npouecc noka-
nn3yeTca B 60ﬂee ODOCTYMHbIX O54
MCCNEAOBAHMS OPraHax (rasHuua,
CrIOHHbIE Xenesbl, MMMmdaTUieckue
y3nbl, KOxa), B Bonbliem uncne. cny-
4YaeB OTMeYaIoTCs paHHee obpa-
weHne OOMbHLIX K BPAdy M ApKas
NMMONNAZMOLUTARHAS UHPULTPO-
UMA C MMHUMASIBHO  BBIPCAXEHHbIMM
GUBPO3HBIMU UIMEHEHUAMM.

Opyrum  obbvacHenmem nonob-
HOro HeCOOTBETCTBMA MOXET Cny-
XUTb BAPUABENEHOCTL HUBPO3HBIX
M3MEHEHMI B 30BMCMMOCTM OT OpPra-
HO-MuLIeHM. HecmoTpst Ha TO 4TO
unpunbTpaums lgG4-no3nTueHbIMK
KNeTkKAMM U1 NOBbILLUEHNE YPOBHA
IgG4 B cbiBOPOTKE KPOBU — XAPAK-
TepHble npusHakm 1gG4-Ab niobon
nokanulauun, BbIDAXEHHOCTb
dubposHoro npouecca BAPLUPY-
eT B pasnuyHbix opradax [30]. Du
HOBMOAEHU BECbMA HAMOMMHAIOT
MyNbTUhOKANbHBIMA  MAMONATUHECKMA
dubpocknepos [?]. Tak, cropuo-
bopMHBI dKrbpPo3 1 obnutepupyto-
wmit nebut Hambonee xapaKTEPHbI
ons nospexaenmit 1K u GunmapHo-
ro Tpakta, T.e. ana AU, Gonee
TOro, CTeneHb NOBPEeXAEHUA TAKXe
BAPBUMPYET Y PA3HbIX MALMEHTOB.
[pybbiit drbpos, HaOBOPOT, OueHb
PEaKO PA3BMBAETCA B CIE3HLIX WM
CIIOHHBIX XENe3ax, a TAaKXe B NIMM-
dbaTUHECKMX Y3NAX.

Y 6OnbLWMHCTBA MNALMEHTOB
¢ IgG4-Ab BuisensioT MynbTHOP-

TOHHbIE MOPAXEHMs, MPOTEKAIOLLME
CMHXPOHHO MU METOXPOHHO, MNpu-
Bmmautensio y 10—20% naumnentos
HOBMOAAETCA TONMbKO OAHA NEPBUY-
HOSt NOKANM3ALMS MATONOTMYECKOrO
npouecca 6e3 BOBNEYEHMA APYIMX
OpraHoBs. JTOT $aKT A0 CUX Nop
OCTOETCH NMPEAMETOM M3YYeHMs, TaK
KOK HEMNOHATEH MATOreHeTUYeCcKui
MEXAHM3M, B OOHOM Crydae obecre-
YMBAIOLLMI CUCTEMHOCTb MOPAXE-
HWs, O B PYrOM — HET.

B 2012 r. Ha MexayHapoaHom
cumnosuyme no 1gG4-Ab Bnepstbie
BbINa NPEANOXEeHA HOMEHKNATypa
NMOPAXEHMM OTAENbHbLIX OPraHOB
(rabn. 1), B koTOpoO#M cnosocoue-
Tarne * «lgG4-accoummnpoBaHHbIi»
B KauyectBe Moaudukatopa, 3a
ucknoveHrem nopaxerns X [37],
nockonbky TepmuH AWM | Ttuna
YK€ 3aKPENWUNCS B HAYYHOM nuTe-
patype. B kauectee anstepHaTHBbI
5101 nogtnn AMIT MOXHO HA3bIBATBL
«lgG4-accoumnpoBaHbil  NaHKpe-
atnty. M3 nopaxenumit GunuapHo-
ro TPOKTA B 3TOWM HOMEHKNAType
OTAENbHO BbIAENEHO NOpAaXeHne
XKENYHOro nys3blpa M XendeBbiBOOSA-
LMX MyTeM, B MNOCNEOHEM Cryyae
PEKOMEHAOBAHO  MCMOMb30BATH
TEPMUH  KCKIIEPO3UPYIOLWMMY NS
AKUEHTUPOBAHMS pasnmumit IgG4-CX
W MEPBUYHOTO  CKIEPO3UPYIOLLErO
xonaHmrta (MCX).

Mopdonorus |IgG4-

AB (kputepumn
MeXXAYHAPOAHOTO
KOHCEHCYyCa
MNATOAOrOCQHATOMOB AASI
AMarHoctnikm 1IgG4-Ab)

Ins crangaptmsauum Bepu-
odukauum 1gG4-Ab no rucronoru-
HECKUM AQHHBIM MPUHATE MEXAYHQA-
POAHBIE TUCTONOTUYECKUE KPUTEPHM
(ra6n. 2) [10], skniouatowme 3 rmas-
HBIX TMCTOMATONOMMYECKMX MPU3HAKA
M AOMNONHWUTENbHbIE (Manbie) rmcro-
natonormyeckme ocobenHoctu. MMpu
MMMYHOTUCTOXMMMYECKOM  MCCre-
LOBAHWMM BLISBASIOT BAPUABENbHYIO
uHbmnbTpaumio |gG4-nos3nTusHbIMM
NAA3MATUYECKMMM  KIIETKOMM, YMCIO
KOTOPbIX BAPLUPYET B 3ABUCMMO-
CcTM oT BosnederHoro oprava [38]
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Tabmua 1. [MpeanouturensHas HOMEHKNATYPA cucTeMHbIX nposenermit IgG4-Ab ans otaenbHbix
opranHbix nopaxerui (J. H. Stone u coaet., 2012 [37], 8 moandmkaumm K. Okazaki n coasr.,
2013 [30], ¢ ncnpasnexusamu)

OpraH, cncrema, TKaHb

[NpennoututensHoe HassaHme

K
[nasa

CnesHble xenesbl

Msrkue TkaHm rMAa3HULbI

MbILLILLbI rMA3HULbI

[MO3HMLO 1 PACTIONOXEHHbIE PSAOM
QHOTOMMYECKME CTPYKTYPbI

CnioHHblIE Xenesb
(OKOJ'IOyU_IHbIe n I'IOJILHM)KHGLIeJ'IIOCTHbIe)

Teepnas Mo3rosas 06oo4Ka
Mnodus

LLnTosuaHas xenesa

Aopta

ApTepuu

Cpegnocrerue
3abpIOWUHHOE NPOCTPAHCTBO
Bpbixerika

Koxa

JTiumdaTtnueckuit ysen
BunuapHbii TpakT

KenuHbiit nysbipb

[Neuers

Tlerkune
Mneepa
Mepukapg

[Moukm

MonouHbie xenessi

MpencrarensHas xenesa

AN | tuna (IgG4-accoummposartbin AU unu IgG4-ANT)

lgG4-accoummnposaHHoe odbTansmonormieckoe 3060neBaHne — OBLUMA TEPMMH
nepuokynspHoi manndbectaumm |gG4-Ab. BuineneHo MHOXECTBO NOATUINOB, HEKOTO-
pblE XAPAKTEPUCTUKM KOTOPLIX MPUBEAEHB fanee

lgG4-accounnMpoBaHHbINf [AKPUOALEHNUT

lgG4-accounmpoBaHHOe BOCNANeHue rMasHuLbI

(BOCI'IOJ'IMTeJ'IbHC]ﬂ ncesnoonyxorsb I'J'IC|3HMLLbl)

lgG4-accoummpOBAHHBIA MUOSHT MA3HULbI

lgG4-accoummpoBaHHOE NMAHOPBUTANBHOE BOCNANEHHE (C BKIIOYEHUEM CIIE3HBIX
XeNes, MbILLLL IA3HMLb) U APYTMe BOZMOXHBIE BHYTPUMIIA3HLIE OCIOXHEHMS

lgG4-accounmnpoBaHHsbiit cuanoaerut unm 6onee cneunduuro — lgG4-accoup-
MPOBAHHBIM NAPOTUT U IgG4-accounnpoBaHHas 6ONE3Hb MOAHMKHEYENIOCTHBIX Xenes

lgG4-accoummpoBaHHbIA MAXUMEHUHIUT

lgG4-accoummpoBaHHbIN TMNOGUIUT

lgG4-accoummnporarHas TMpeonaHas 6onesHs (tnpeonant Pugens)

lgG4-accoummnpoBaHHbIN AOPTUT (NepruaoepTHT)

lgG4-accounnmpoBaHHbIl nepuapTepumT

lgG4-accounnmpoBaHHbI MEAUACTUHUT

|gG4-accounmpoBaHHbIM PETPONEPUTOHEANbHBIN GUOPO3

|gG4-accoummnpoBaHHbIA ME3EHTEPUUT

lgG4-accounmnporaHHas 60nEsHb KOXM

lgG4-accounnposaHHas numdageHonaTus

lgG4-accounMpoBaHHbIN CKNEPO3UPYIOLLMIA XONAHIUT

lgG4-accoummpoBaHHbIN XONELUMCTUT

lgG4-accounmnpoBaHHas renatonaTis (30HsL NOPAXEHUA NAPEHXMMbI 6E3 NOPAXEHMS

NPOTOKOB)

IgG4-accounmnposanHas neroyHas 6onesHs

IgG4-accounmpoBaHHbIi nnesput

1gG4-accounnpoBaHHbIf NepukapauT

lgG4-accoummnporarHas 6onesHs nouek. MopaxeHue NOYEUHON NAPEHXMMBI NPO-
TekaeT B agyx popmax — lgG4-accoummpoBaHHbIi TyBYNOMHTEPCTULMANbHBIA HEDPUT
1 MEMBPAHO3HBIN BTOPUUHLINA romepynoHedpuT. [opakeHne noxaHku nouek —

IgG4-accounmpoBaHHbIi nuenut

lgG4-accounmpoBaHHbI MACTHT

IgG4-accoummnpoBaHHbIN MPOCTATUT

(puc. 1). Tak, ons  auarHoCTUkK
lgG4-accoummposanHoro  nopa-
XEHUA Crne3Hou XXeneabl, CIOHHbIX
xenes n nIMdATUIECKUX y3NnoB Heob-
xoammo Hanmume 6onee 100 1gG4-
MO3UTMBHbLIX MIA3MOUUTOB B r1o0Jie
3peHus ¢ OONbLUMM  YBEIMYEHNEM
(M3BY), nopaxenus koxu — Gonee
200. Ona Bepudukaumm nopaxeHms
neyenu, GunmapHoro Tpakta u K,
HaOBOPOT, HYXHO MPUCYTCTBME
6onee 10 IgG4-nosutusHbix nnas-

mouwutos B [13BY 8 matepuare, nony-
YEHHOM MPU MYHKUMOHHOM Broncuu,
u 6onee 50 knetok B matepuane,
NMOSIYHEHHOM XUMPYPrUYECKUM MyTEM
(pesexums).

Insa voentudurkaummn BoBneyeHus
OPYrMX OPraHoB B MATONOMMYECKUA
NPoLEecC HEeoBXOAMMO HANMYME MO
KparHeit mepe 3, a naeansHo 4 cne-
nylowmx npusHakos |gG4-Ab:

— ysenudyerune uucna lgG4-nosu-
TUBHBIX MIIA3MATUYECKMX KIETOK W COOT-

Howenmna 1gG4 / IgG B ceiBOpOTKE
KpOoBM;

— NOBLILEHWE  KOHLEHTPALMM
IgG4 B chiBOPOTKE KPOBYU;

— MONIOXUTENbHbIN oTBET HQ
Tepanuio KC;

— BOBJIEYEHME [PYIUX OPraHOB,
yKnagbisaoLuleeca B NpeacrtaBneHne
06 1gG4-AbB.

Takmm obpasom, ans BepudUka-
umu HoeoM nokanusaumu |gG4-Ab
BAXHbI TMCTONOTMYECKME KPUTEPHM,

6
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Ta6nuua 2. [MABHbIE M ONONHKUTENbHBIE TMCTONATONOMMYeckme kputepun |gG4-Ab, MuHMManbHbIE
OMATHOCTUYECKME KPUTEPUM MOPAXeHMs apyrux opraHos npu lgG4-Ab
(maHHbIe MexayHapoaHoro koHceHcyca natonoroaHatomos; V. Deshpande u coast., 2012
[10], c noacHeHumamnm)

Ne n/n Kputepun IgG4-Ab

[naeHsle ructonaronoruyeckne kputepun IgG4-Ab
BbipaxeHHas («mnoTHas») TMmMbonIasmMoumMTapHas MHGUALTPALMS
Dubpo3, MMEIOLLMI CTPOEHUE CTOPUODOPMHOTO, MO KPAMHEN MEPE B LEHTPANLHOM 30HE
3 Ob6nutepupytowmin dbnebut
HononHutensHble ructonatonornyeckme ocoberHoctn IgG4-Ab
Dnebut 6e3 0bnuTEpaAUMM NPOCBETA COCYAA
2 YBenuuerue uncna 303MHOGUNOB B BOCNANUTENBHOM MHGMILTPATE

MuHUManbHbIE AMArHOCTUYECKME KPUTEPMM MHOXECTBEHHOCTU NOPAXEHMS
(BoBneueHuns ppyrux opranos) B pamkax IlgG4-Ab*

1 XapaKTepHbIE TMCTONATONOMMYECKHUE MPU3HAKM B COYETAHMM C yBenmueHnem konuuectsa lgG4-no3ntmeHbIx
MNA3MOUMTOB B Nepudeprueckon Kpoem u cootHowwenuns IgG4 / IgG-obuwmit >40%

2 Moebiwenune yposhs IgG4 B cbiBOPOTKE KPOBU

3 MonoxwurenbHbin oteeT Ha Tepanmio KC

4 Bosneuerune sToporo (1 6onee) opraHos B pamkax eauHoro lgG4-accounposaHHoro npouecca

*[lna NoATBEPXAEHUS MYIbTUOPrOHHOCTH NOPAXEHNS NPU OAHOM OYEBMAHOM NOKANM3AUMM HEOBXOAMMO HanMuMe
no kpaitHen mepe 3 13 4 yKa3aHHbLIX KPUTEPUEB.

XapakTepHble rMcTonaronorMieckme NPU3HAKM
BbipakeHHas nnasmounuTapHas MHGUALTpaLms — 2 npusHaka u Gonee - 1 npusHak
Dubpo3, yalue BCero CTopuopOpPMHBIN ik |
O6nutepupyioLumii nebut

Jlokanmsauus Yucno Ig4-nosutmeHeix nnasmoumroe 8 N3BY
Teepnas mosrosas o6onouka >10 >10
CnesHeble xeness >100 >100
CrioHHbIE xeness >100 >100
TNumdatnueckmii ysen >100 >50
Jlerkoe (peseunposaHHbIii cermenT) >50 >50
Nerxoe (6uoncus) >20 >20
Mnespa >50 >50
MX (pe3eunpoBaHHbIi cermeHT) >50 >50
X (6uoncus) >10 >10
BunmapHbIi TPAKT (pe3eUMpPOBAHHbIA CEermeHT) >50 >50
BunnapHelit TpakT (Bruoncus) >10 >10
MeueHs (peseumMpoBaHHbI CErmeHT) >50 >50
MeyeHs (Gruoncus) >10 >10
Mouka (pe3eunpoBaHHbIN cermeHT) >30 >30
Mouka (6roncus) >10 >10
Aopta >50 >50
3a6pIoLMHHOE NPOCTPAHCTBO >30 >30
Koxa >200 >200
BeposthocTs IgG4-Ab seicoka IgG4-AB Bo3moxHa

Puc. 1. Cxema gnarHoctukm IgG4-Ab ¢ ncnonb3oBaHuem rucronaronornyeckmx kpurepues (V. Deshpande n coast., 2012 [10],
C UBMEHEHNAMMU)
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HO 4511 OKOHYATENIbHOro yCTAHOBIE-
HUS MHOXECTBEHHOCTM MOPAXEHMS
HEOBXOAMMO UX COYETAHME C KITMHU-
HYECKMMU OAHHBIMUK, BKIOYAA COLEP-
xanune |gG4 B chiBOpOTKE KpPOBU
u otseT Ha Tepanmio KC.

KAnHM4yeckue
ANArHocTnyecKkne
Kputepun IgG4-Ab

SInoHcKKe
ANArHOCTUYECKME KPUTEPUM
IgG4-Ab (TAOK HO3bIBOEMbIE
BCECTOPOHHWE KpUTEPUM,
VAU KpUTEPUIN CUCTEMHOW
IgG4-AB)

dnoHckue OUArHOCTHYE-
ckne kputepun IgG4-Ab ocHoBaHEI
HO  KIMHKMYECKMX, NaBOpPATOPHBLIX
W TUCTONOTMYECKMX AAHHbIX [42].

» KnuHuueckas kapTuHa noKasb-
HOTO WM MHOXECTBEHHOTO MOpPa-
XEHUS, XAPAKTEPUIYIOLLETOCSH OMyXO-
nenofobHOM BOCNANMTENLHOM 04aro-
BOM unu andby3HON MHOMUILTPALMEN.

» [1OBbILEHNE  KOHULEHTPALMM
IgG4 B chiBOpOTKE KpOBM (BbIWE
135 mr/an).

= [ucTonorMyeckas KApPTMHA CO
CNERYIOLLMMI MPU3HAKAMM:

— NIMMONNA3MOLUTAPHAS  WH-
bunsTpaums n dubpos;
— unounstpauns  1gG4-nosu-
TUBHBIMM  KIETKOMM B MOPQ-
XEHHOM OpraHe:
— 6onee 10 knetok B N3BY,
— cootHowenne 1gG4/IgG-
MO3UTUBHLIX  MIA3MOLMTOB
6onee 40%.

Ouarnos IgG4-Ab cuutaior ybe-
LMTENBHO LOKA3AHHBIM MPW HAMMYMH
Bcex 3 kpwutepues; Hamuume 1 wu3
3 KkpuTepues MO3BONSET FOBOPMTH
o «BepostHoi 1gG4-Aby», T n 2 —
0 «Bo3MoxHoM IgG4-Aby.

HuarHoctuueckm 3HAYMMBIN
ypoeeHb IgG4 B chiBOpPOTKE KPOBM
135 mr/an, aHanOrmMyHbIA TOMY, KOTO-
pbili yCTAQHOBNEH A1 BEPUPMKALMM
AU [12]. BesycnosHo, npu psge
nokanuzaumi IgG4-Ab (MX, sabpro-
WMHHOE NPOCTPAHCTBO, MA3HMLQ)
BO3HUKQIOT 3ATPYAHEHUS MPU BbINOS-
HEHMU BUOMCUM, OfIHAKO AN BEPU-
bukaumumn 3toro 3a601eBaHUsA MCTo-

NIOTMYECKOE UCCIEAOBAHME OCTAETCS
HeobxooumbiM.  YeTkoe cootsert-
CTBME YCTAHOBJIEHHbBIM TUMCTONATO-
JIOTUYECKMM KpUTepnam — BOXKHbIM
AcnekT I'IpOBMJ'IbHOl‘/i ONATHOCTUMKHU
IgG4-AB. 210 06YyCnoBneHo Tem, 4o
IgG4-no3nTuBHEIE MNA3MATUYECKME
KNEeTKN MOTyT HCI6J'IIO£I,OTbCﬂ B BOC-
NAnUTENLHOM MHOUILTPATE NPU PA3-
HbIX 30D0NEBAHMAX: PEBMATUHECKOM
cuHoswTe, crHapome Llerpena, Boc-
NANUTENbHLIX MOPAXEHUAX NONOCTH
pra u koxu, [NCX, rpaHynemarose
Berenepa, capkoupose, BTOPUYHOM
peTponepuToHeansHoMm dubpose,
HEKOTOPbIX BMAAX AMMPOM M Kap-
LUMHOM, XAPOKTEPUIYIOLLMXC Nepu-
TYMOPQNbHOM BOCMNANUTENbHOM
nHbunsTpaumen [38].

BaxHo oTmeTtuTth, uTO nNpU-
cytctene 1gG4-no3mTuBHbIX nnas-
MOUMTOB MNpM 3TWx 3a60NEBAHMSAX
HEOoBS3ATENbHO, O MPU UX HANUYMK
MAOTHOCTL  MHOUALTPALMM OKASbI-
BaeTcs Hesbicokoi. Kpome  toro,
PAL YKO3QHHBIX BbiLLE 3060NEBAHMI
XAPAKTEPUIYETCH PASHOM CTEMEHBIO
cneundrUHOCTU OTAENbHbIX TMCTONO-
TMYECKMX MPU3HAKOB, OTIMUCIOLLMXCS
ot Takosbix IgG4-Ab. Mpu IgG4-
AB uncno 1gG4-nosutmsHbIX nnas-
MaTHueckux-knetok npesbiwaet 10
B [13bY. HemanosaxHo gna oua-
rHoctukun |gG4-Ab  cootHoweHne

knetok, noautueHeix no lgG4/I1gG,
6onee 40%.

AATOPUTM AUATHOCTUKI
IgG4-Ab. KomBuHaums
CUCTEMHBIX 1 AOKOABHbIX
(BOBAEYEHME OTAEAbHbIX
OPraHOB) KPUTEPUEB

B 2012r. H.Umehara
u coasT. [42] npepnoxunm amMarHo-
CTUYECKMIA QNFOPUTM  BEPHUPUKALMM
IgG4-AB, OCHOBOHHEIA HO MCMOMb-
30BAHMM KOMBUMHALMK BCECTOPOHHMX
AMArHOCTUYECKMX KPWUTEPMEB 3TOrO
3000NEBAHMS U KPUTEPHEB BOBIE-
YeHMs OTAENbHLIX OPraHoB (puc. 2;
Tabn. 3).

[Mpu npakTuyeckoi peanusa-
UMM 3TOTO QNITOPUTMA MOXHO FrOBO-
PUTL O:

" JOKA3QHHOM (onpeneneHHoMm)
nmarHose |gG4-Ab:

| — andbdysHoe ysennueHune
BCErO MOPUXEHHOrO OPraHa WUNu
€ro 4act1 NMbo LOKA3AHHAS AnC-
dyHKUMS OpraHa,
Il — conepxanue IgG4 B coiBo-
potke kposu 135 mr/an v 6Gonee,
[ll — pesynsTaTs MOpdonornue-

CKOTO WUCCNELOBAHUS CBUAETESb-

creyioT 0 6onbwom uncne lgG4-

NMO3UTMBHbLIX KJNIETOK B BOCNAJIM-

TenbHOM MHbmnsTpaTe (Gonee 10

knetok B [13BY) u cooTtHoweEHMM

KneTok nosutusHbix no 1gG4 /

IgG, B nndbunsTparte 6onee 40%,;

» BeposTHOM auarHose IgG4-
AB — npw cooTBeTCTBUM KPUTEPUSM |
nll, HO C oTpULATENbHBIMK PE3YNb-
TATAMM TUCTONOMUYECKOTO MCCeno-
BAHUSA MU XE B CIIy40e HEBO3MOX-
HOCTU €ero nposeneHuna no pPA3HbIM
NPMYUHAM,;

" BO3MOXHOM aunarHose lgG4-
Ab — npw couetanmu | v Il kputepu-
€B, HO 6e3 YBENMUEHUs COAEePXAHMS
IgG4 B coiBOPOTKE KPOBY;

" MONIOBEPOSTHOM  AMATHO3E
IgG4 — npu HOAUYMKM NPU3HAKOB
BOBJIEYEHMS] OPTrAHA, HO C OTPMLO-
TENbHLIMK  PE3YNbTATAMM  CEPONOo-
rMyeckoro Tectuposanus Ha lgG4
M OTCYTCTBMEM TUCTONOTMYECKOrO
NOLTBEPXAEHMS.

,[I,J'Iﬂ BbIABIEHUA BO3MOXHbIX WU
BEPOSTHbIX M30NMPOBAHHBLIX HOPM
IgG4-AB moryT 6biTb NpUMEHEHD!
kputepun Bepudbukaumn AU [26,
34, 35], 6onesHn Mukynmua (BM)
[20] u IgG4-accoummpoBaHHbIx
3abonesannit novek [16]. Y Tex
NALUMEHTOB, Y KOTOPbIX YCTAHOBIEHI
LOCTOBEPHBIE KPUTEPUM BOBIEYEHMSA
noBbIX OPYrMX OPraHOB B POMKAX
IgG4-AB, omarHos Takxe cuutaeTtcs
ONpenEeNEHHbIM.

Anroputm 6asmpyeTtcs Ha KOM6U-
HOLUMM BCECTOPOHHUX AMATHOCTMYE-
ckux kputepues IgG4-Ab v kputepu-
€B BOBJIEHEHNA OTAEsIbHbIX OPraHOB.
Iuarnos IgG4-Ab 6yner onpepe-
NeHHbIM Yy 60MbHbIX € AUMPPY3HBIM
UK NOKANbHBIM YBENYEHNMEM OpPTra-
HO-MULLEHU UK ero AncdyHKumeit
(knuHKMueckoe nopospenue), ypos-
nem |gG4 soiwe 135 mr/an v cneup-
buuecknmmn  MOpPdONOrMYECKMMM
namereHmsmm — 6onee 10 1gG4-
nosuTueHbIX knetok B [13BY B8 coue-
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Ha IgG4-Ab

J

‘ KnnHuyeckoe nogo3peHne ’

Ja Het
\J/—‘ IgG4 B cbiBOpOTKE KpoBU >135 Mr/on 'ﬁ

‘ Buoncusa ’ ‘ Buoncusa ’
Ja \_\ Jla
v Het Het
1gG4/1gG >40% 1gG4/1gG >40%
(IlgG4-knetok >10 B NM3BP) (IlgG4-knetok >10 B NM3BP)
Aa Her Aa Hert
% %
AnarHo3 AnarHo3s AnarHo3s Het IgG4-AB
onpeneneHHbIn BEPOATHbIN BO3MOXHbIN

Ja Het

Cneunduyeckne Kputepum ans:
IgG4-AWM / 1gG4-CX / BM u ap.

Puc. 2. Anroputm gnarHoctukm IgG4-Ab (H. Umehara u coast., 2012 [42], 2aanTpoOBaHoO)

TaHmu ¢ cootHowennem IgG4 / 1gG
bonee 40%.

SDTMOAOTUST U NATOreHe3
IgG4-AB

Sthonorna M NATOreHes
IgG4-Ab  HepocTtaTOuHO  U3yue-
Hbl. [To-BugmMmomy, kak W npu gpy-
TMX QYTOMMMYHHBIX 3060NeBaHMsX,
MOXHO TOBOPWTL He 06 3TMONOMU-
YECKMX, O O TPUITEPHBIX GAKTOPAX,
BO3AENCTBME KOTOPbLIX MNPUBOAMT
K maHudecTawm bonesHu Ha boHe
rEHETUYECKU LETEPMUHUPOBAHHOM
npespacnonoxeHHoctn. B ponu
TakuMx GAKTOPOB MOTYT BbICTYNATH
pa3HoObpasHble Hecneuuduieckme
MMMYHOMOZYMPYIOLME  BO3LEN-
cteus  (BakTepuu, BUPYCh, nekap-
CTBA, BAKUMHALMS, MHCONALUMA U T. 1.).
He BbI3biBOET COMHeHMit BeayLlas
POJIb MATOMNOMUYECKOTO U3MEHEHMUS
MMMYHHOTO OTBETA, PACCMATPUBAE-
MOrO B BYX BAPUAHTAX — Qepru-
4ECKMI M QYTOMMMYHHBIN.

B nonbsy runotess 06 aytoum-
MYHHOM TreHe3e Hapgaay C nosbllle-
HUEM CbIBOPOTOYHOM KOHLEHTPALWMM
uMMyHornobynmHos Boobule n IgG4
B YOCTHOCTM CBUAETENLCTBYIOT YOCTO

BbISIBJIAEMbI€ CbIBOPOTOYHbIE AYTOOH-
tutena. Bmecrte ¢ Tem gpyme asTopsl
NPUAEPXMBAIOTCA. TEOPUN QNNIEPTH-
yeckoro reHesa- IgG4-Ab, Ha uto
YKQA3bIBAET MNOBbILLUEHNE CbIBOPOTOY-
Horo yposhs IgE, nabniopaloweecs
y 35% 6onbHeix AU [46]. Yto xe
KACAETCAa BbIPAXEHHOro noNoOXn-
TenbHoro otseta Ha Tepanuio KC,
TO OH XOPAKTEPEH KK ANs ayTOUM-
MYHHbBIX, TAK W Ong anneprniyeckmnx
3060neBaHMIA.

MIMMYHHbIM KOHTPOb Y YenoBeka
OCYLLECTBAAETCA MPENMYLLECTBEHHO
T-xennepamm (Th) u perynatopHbimm
T-knetkamun (Tregs). bonbwmHcTso
AYTOUMMYHHbIX 6BonesHen, B TOM
yMcne NOPOXKAIOLMX OPraHbl MuLLe-
BAPUTENBHOW CUCTEMbI, XAPOAKTE-
pU3yeTCs npeumyllectsenHo Thl-
OTBETOM, COMPAXEHHbIM C NOBbLILLIEH-
HOWM npopykuuen uHTepdepoHa ¥y
(IFN-y) T-xennepamu 1-ro tuna (Th1).
B Tto xe Bpems B ocHoBe annep-
TMYECKMX 3aB0NEBAHMI, HAMPUMED
BOPOHXMANLHOM ACTMbI M ATOMMYE-
cKOro mepmaTtuta, nexut Th2-oteer,
ONOCPENOBAHHbIN  MHTEPENKMHA-
mu (IL) — IL-4, IL-5 n IL-13. Tregs cno-
COBHbI  MHAYLMPOBATL  CYNPECCHio
MMMYHHOTO OTBETA MOCPEACTBOM

NPOAYKUMM PErynsaTOPHbIX LIUTOKM-
HoB, Takux kak IL-10 u tpaHcpop-
mupyroi paktop pocra f (TGF-B),
4TO onpegenseT Ux BAXHYIO POfb
B NPELOTBPALLEHMU PA3BUTUS QYTO-
MMMYHHOM natonoruu [6, 46].
LinToknHoBbIM  npoduns  npwu
IgG4-Ab xapakTepuayercss 3HQUM-
TENbHbIM YBEJIMHEHNEM SKCNPECCHn
MPHK IL-4, IL-5, IL-10, IL-13 u TGF-4
MO CPOBHEHWIO, HAMPUMEP, C TAKO-
BOM y BOMbHbIX NEPBUYHBIM BUIMap-
HbM umppo3om uin [CX. Yposehsb
I[FN-y 6bin1 0aMHOKOBO NOBbILIEH
B obeux rpynnox. Kpome Toro,
nHdunstpat npu IgG4-Ab cogpep-
XKUT 6OJ'IbLIJOG KONMM4eCTBO KNeToK,
skcnpeccupyowmx Foxp3 — Tpawc-
KPUMUMOHHLIM  GAKTOp M Mapkep
Tregs [6]. D™v naHHble nNO3BONSIOT
npennonoXmnTb, 4TO B MMMYHONATO-
reHese lgG4-Ab 3sHaummoe, ecnu
HE KIIOYEeBOE, MEeCTO 3aHMMaeT Th2-
OMNOCPEAOBAHHBIN OTBET HA HEWOEH-
TUOUUMPOBAHHBIA TPUITEPHBLIM daK-
TOP C MACCMBHOM Murpaumen Tregs
B O4adr BoOcCnaneHud, 41O OTnM4yaeT
LOHHYIO HO30JIOTMYECKYIO TPYMMY OT
ayTonmmyHHbIx Honeanen. Cnenyet
otmetuts, uto IL-4 u IL-10 moryt
BLICTYNATb GAKTOPAMM  CTUMYTISILUM

9
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Ta6mmua 3. CpaBHUTENbHBIM aHANM3 auarHocTuyeckux kputepmes |gG4-Ab

(K. Okazaki u coaet., 2013 [30], ¢ yrouHeHmsamu)

Knunuueckme Pesynbrars P
€3ynbTaTh B Orser
Kputepum HOTIAHS, Cceponormieckoro TMCTONTIOTMYECKOTO OBneteHne HO Tepanuio
pe3ynsTaThl MCCNeaoBaHMs HECKOSbKMX OPTaHOB
MCCnefoBaHms KC
BM3yQnu3aumm (yposerb IgG4)
MuHUManbHbIE - [NoBbileH XapakTepHsle ructonaro- | YuutsiBaoT Yuuteisaiot
KpUTEPUM (6e3 yTouHeHus) | noruueckue npusHakm,
MexayHapogaHoro ysenuyerue uncna lgG-
KOHCEHCYCa NaTo- NO3WUTUBHBIX MIA3MOLMTOB
NOroaHaTomos [6] u cootHowenums IgG4 /
IgG
Bcecropontue IuddysHoe / 135 mr/an v seiwe | . BoipaxeHHas num- - Her
(anoHckue) kpute- | ovarosoe nopa- donnasmounTapHas
pun [5] XEHWUE OLHOIO UM uHUNLTPauMa U dbubpos
HECKONbKMX Opra- ll. CootHowerune IgG4+/
HOB-MULLEHEN IgG+ 6onee 40%,; 6onee
10 IgG4-nosuTneHbIx
nnasmouutos B [13BY
ICDC gns l. MaperxnmaTos- - LPSP a.Tucronorus OOI Yuuteisaior
AU | Tuna [41] HblE U3MEHEHUS l. Jlumbonnasmountap- 6. Pesynstats Bu3ya-
(MCKT/MPT) HOs UHOUIBTPALMS nU3aLMH
I. MpoTokosbie Il. Bonee 10 IgG4*-nosu-
nameHerus (SPXII) THBHbIX knetok B [13BY
[Il. CroprodopmHbii
dubpos
IV. O6nutepmpytowmi
bnebur
Yposenb 1 ICDC | InddysHoe nopa- |bonee 2 Hopm 3 n6bonee (I-1V) a. Jliobbie 3 (I-1V);
XeHne 6. TUNUYHBIA OauH
Yposers 2 ICDC | CermenTapHoe / 1=2 HopMmbi JlioBeie 2 uz -1V a. Jea (I +11);
o4arosoe nopa- 6. PusnkanbHble 4AH-
XeHue Hble
JPS-2011 [64, 65] | OudbdysHoe ysenu- | 135 mr/anwm.soiwe | |. Jlumbonnasmountap- | CkneposupytoLwmi YuuteisaioT
yenune X no pan- HOS UHOUIBTPALMS XONIAHMUT, HAKPUOaAE-
Hem MCKT / MPT Il. bonee 10 IgG4-nosu- | Hut / canoapeHut
CemeHTapHoe / TUBHBIX KneTok B [13BY PetponepuroreansHbii
OYAroBOE yBENu- lll. CroprodopmHbii dunbpos
yenne XK, ces- dubpos
3aHHOE C Uppery- IV. O6nutepupytoLwmii
NIAPHBIM CY>XEHUEM bnebut
[MX no gaHHbIM
DPXIIr
Kputepun IgG4-CX | 1. Cyxenue srytpu- | 135 mr/an v sbiwe | . Jlumdonnasmountap- | AU YuutsisaioT
2012 [66] ne4YeHouHbIX / BHe- HOs UHPUABTPAUMS CkneposumpytoLwmn

NnevyeHOYHbIX Xeny-
HbIX MPOTOKOB
(MHOXecTBEHHOE /
CEerMeHTapHoe)

II. YTonwenune
CTEeHKU XEeNYHbIX
nPOTOKOB

Il. Bonee 10 IgG4-
NO3UTUBHBIX KINETOK

s M3bY

lIl. CroprodopmHbii
dubpos

IV. O6nurepupytowwmit
bnebur

XOMNAHIUT, LOKPUOaae-
HUT / CMANOAREHUT
PeTtponepuroneansHbii

dubpos

MNpumeuanmne. MCKT — mynbTucnmpansHas komnbiotepHas Tomorpadms; MPT — mariutHo-pesoHaHcHas Tomorpadms;
IPXIMI — sHpockonuueckas petporpaaHas xonaxrmonaxkpeatorpadms; ICDC — mexayHapOaHbI KOHCEHCYC AMATHOCTUYECKMX
kputepnes AWM | Tuna (International consensus of diagnostic criteria).

npoaykumn 1gG4

B-numdoumntamu

[11], a TGF-8 — mowHbit npodu-
BPOreHHbIA LUTOKMH, KOTOPbIA MOXET
NPUHUMATL ydacTre B MHbUNLTPA-

UMK TKAHEMN

IgG4-nosuTuBHbIMM

NIA3MATUHECKMMHU KINETKAMKU U PA3-

BUTUM NepuaykTansHoro dubposa.

[NocnepHue pBa dbeHomeHa — Hau-

bonee LUEHHble B OMATHOCTMHECKOM

oTHOLeHMK Haxoakm npu IgG4-AB.

Mexny Tem neobxopumo yno-

MsiHYTb, YTO B pAHEE MPOBEAEHHOM
uccneposanmn y 6onbhbix ¢ |gG4-
AB yCTOHOBMIEH MOBLILLIEHHBIN YPO-
Berb IFN-y, Gonee xapakTepHbii ans

10
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AYTOMMMYHHbIX 3060NEBAHUI C Npe-
obnananmem Th1-oteeta [25]. Takum
0Bpa30oM, NMOKA HE BMOSHE ACHO,
KQKOM TUM MMMYHHOTO OTBETO [OMM-
Hupyet npu lgG4-accoummposaHHoM
natonoruun: Th1, TMnmnuHeId ana ayTo-
MMMYHHBIX 306onesanui, unm Th2,
XAPAKTEPHBLIA AN ANNepruyeckmnx
peakuui. BosmoxHo, gBa 3tux tMna
MMMYHHOTO PEarMpoBaHMs Npef-
cTaBnsioT coboi cMmeHsoLme apyr
npyra &assl, oTpaxaloume CTaamio
IgG4-Ab.

Ponb IgG4 B passutUn
lgG4-acCcoUMMPOBAHHOM
MATOAOT

3HauuTENbHOE  MOBbILLIEHME
cbiBOpOTOUHOrO yposHs IgG4 sens-
€TCs NMATOTHOMOHMYHBIM MAPKEPOM
lgG4-accounmposarHHoi  naTono-
MK Hapsgy C nHbMUNbTPALMENR COOT-
BETCTBYIOWMMM  MIA3MATHYECKM-
mu knetkamu. 1gG4 npepcrasnser
coboM CaMbI MANTOYUCIEHHBIN Cy6-
knacc lgG4, B Hopme cocTasnsio-
wmit menee 5% wux obuiero nyna.
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