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UMMYHOIMOBYNWH
G4-CBA3AHHOE 3ABONEBAHUE

benopycckuit rocyaapcTBeHHbI
MeaWLUHCKNIA yHuBepcuTeT

lMpedcmasneHn 0630p numepamypbl KacamenbHO UM-
myHoenobynuH G4-ceaszaHHo20 3abonegaHus (IgG4-ceasan-
Hoe sabonesarue). [pusedeHa ocHo8HasA KoHuenuusa OaH-
Holl namonoeuu, usnazarmes uasHOCMUYECKUe Kpume-
puu, mepmuHonozus 3abonesaHus. Paccmampueaemcs
snudemuonoaus 6onesdHu. NodpobHO U3NOXKeHbI KNUHUYec-
Kue niposeneHus 1gG4-ceaszaHHo20 3abonesaHusl, CuUMImMo-
Mamuka fpu rnopaxeHuu rnodxenyOo4yHoU Xenesbl, 2enamo-
bunuapHo20 mpakma, CIHOHHbIX Xernes, efla3Huubl, NUM-
amuyeckux y3ro8, Knemyamku 3abprowUuHHO20 po-
cmpaHcmaa, aopmel, CpedOCMEHUS, MA2KUX MKaHeU, KOXU,
ueHmpanbHol Hep8HoU cucmembi, MOIOYHOU Xenesbl, ro-
qyek, npedcmamenbHOU Xenesbl, 1e2KUX, 8epxXHUX Obixa-
menbHbIX ymet, wumosudHoU xenesbl. [NpusedeHbl xa-
pakmepHbie uameHeHus nabopamopHbix mecmos. [10d-
YepKkHymo, ymo 0nsa QuazHocmuku 1gG4-cesa3aHHo20 3a-
bonesarus saxkHelluiee 3Ha4eHUe umeem UMMYHO2UCMOo-
Xumuyeckull aHanu3 ¢ Konu4ecmeeHHbIM orpedenieHuem
1gG4+ nnasmamudeckux Knemok. VIanoxeHbl cogpemeH-
Hbie M00X00biI K nederuro 1gG4-ceaszaHHo20 3abonegaHus,
10Ka3aHo, 4mo OCHOBOU JIeYEeHUS] 8 HACMOosAWee 8peMs A6-
naemcs npumMeHeHue amokokopmukoudos. Obcyxdarom-
cs1 8onpockl nepcrnekmus usydeHusa 1gG4-ceaszaHHo20 3a-
bonesaHus.

Knwuyeenie cnosa: 1gG4-ceasaHHoe 3abonesaHue,
2/TI0KOKOPMUKOUOHbBIE 20PMOHbI.

MmmyHornobynuH G4-cesizaHHoe 3abonesaHve
(lgG4-cBasaHHoe 3aboneBaHue) nNpeacraBnsaeT
coBo HOBYHO HO30IOTUYECKYI0 POpMY, MPEaNnoXeH-
HYI0 CPaBHUTENBHO HEaBHO, KOTOpPas XxapakTepu-
3yeTcH nopaxeHWeM pasriMyHbIX OpraHoB U CU-
CTEM C MoBbllWeHeM Yy BoNbLUIMHCTBA NauneHToB
cogepxaHuna lgG4 B cbIBOpoTKe KpoBu [1].

FAnoHckaa uccnegoBaTenbckas rpynna no nuay-
YeHUIo aToro 3aboneBaHUA JOCTUMIA KOHCEHCyca
B onpeferneHnn oCHOBHOM KOHLeNUMU NaTonorum
n cchopmynmpoBana ee cnegylowmnm obpasom:

1) IgG4-cBA3aHHOe 3aboneBaHne xapakTepuay-
eTcd yBenMyeHnem nunu pasBuTuem y3nosbix/
rmnepnnacTu4eckux U3MeHeHUn B pasfnyHbIX
opraHax, BO3HUKaLMX 0OQHOBPEMEHHO UMK B pas-
Hble NPOMEXYTKU BpEMEHU, NPUYNHON BO3HUKHO-
BEHUA KOTOPbIX ABNAETCA BblpaXKeHHas UHPUNLT-
pauus numdounTamm n IgG4+ nnasmaTnyeckumm

Knetkamu c obpasoBaHnem gpubposa HeAcHOW
3TUOSOMUK;

2) lgG4-cBs3aHHoe 3aboneBaHne MOXeET nopa-
XaTb pasnuyHble opraHbl, BKIOYAA NogKenyaou-
HYIO XKereay, Xemn4yHble NPOTOKU, CNe3Hble U CoH-
Hble Xenesbl, WUTOBUAHYIO Xeneay, nerkue, ne-
YeHb, MOYKY;

3) U3MeHeHUs B opraHax MoryT pasBuMBaTbCHA
CUHXPOHHO UMK HET;

4) KNUHUYECKMEe CUMNTOMbI BapbUpYIOT B 3a-
BMCUMOCTW OT NOPaKEHHOro opraHa Uun opraHoB
C pasBUTUEM Y HEKOTOpPbIX NaLUeHTOB cepbes-
HbIX OCMOXHEHWN B BUAE CUMNTOMOB OBCTPYK-
UMM MM KoMnpeccun BcneacTeme opraHomera-
nmu unu runepTpodun, a Takxke ANCEYHKLUM
opraHa, BbI3BaHHOW KIeTOYHOW MHGUNbTpaLnen
nnu conbposowm;

5) lgG4-cBs3aHHOe 3aboneBaHue BO3HUKaET
B OCHOBHOM Y MYXX4YMH CpedHero u noxurnoro Bos-
pacTa;

6) y MmHorux nauymeHToB ¢ IgG4-cBA3aHHbIM 3a-
B6onesaHveM acbdekTUBHA Tepanus roKOKOPTUKO-
cTepongamu;

7) BblpaxeHHOCTb pmbpo3sa npu aTom 3aborne-
BaHUW 3aBUCUT OT NOPaKEHUS KOHKPETHOro opra-
Ha [2].

TepMmuHonorusa

PaHee ansa onucanusa lgG4-ceazaHHoro 3abo-
neBaHWA UCMONb3OBANU pasnuyHble TEPMUHBI,
Bkntovas «lgG4-cBasaHHoOE CKeposupyroLlee 3a-
6onesaHuey, «lgG4-cBa3aHHoOe ayTOMMMYHHOE
3aboneBaHuey, «lgG4-cBs3aHHOe cUCTEMHOE 3a-
6onesaHne», «lgG4-accoLnnpoBaHHbIn MyrnbsTUdO-
KanbHbIA CUCTEMHBIA PUBPO3», «CUCTEMHbIN
IgG4-nnasmounTapHeii cuHapom (SIPS)», «lgG4-
CBSI3aHHbIA MYIbTUOPraHHbIA nuMmdonponudepa-
TuBHbIN cuHapoM (IgG4-MOLPS)». Uccneposate-
nn, nayvaswme lgG4-cea3aHHoe 3aboneBaHue,
nocrie getanbHoro aHanuaa TepMUHOIOTUU U CyLLL-
HoCTK 3aboneBaHuin, 0603HAYEHHbBIX 3TUMMK Tep-
MUHaMu, MpULLNK K BbIBOAY, YTO peyvb naet ob
OLIHOW U TOW Xe NaTonornn U Npeanoxunu ansa ee
o0603HaueHust TepmnH «lgG4-ceazaHHoe 3abone-
BaHue» [3]. HomeHknaTypa KNMHUYEeCKNX Nposisre-
HUW CO CTOPOHbI Pa3nUyHbIX OPraHoB U CUCTEM
opraHuama npu lgG4-ces3aHHoOM 3aboneBaHuUn
[3, 4] npeacTasneHa B Tabn. 1.
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Tad6nwunuya 1

HomeHKnaTypa KnUHN4eCKUX nponsneHMﬁ CO CTOPOHbI Pa3JfINyHbLIX OpraHoB

" cuctem npu IlgG4-cBAAsaHHOM 3a6oneBaHUA

TKaHb, opraH Knaccnyeckuin TepMuH

IgG4-cBsA3aHHbLIV TEPMUH

MopxenypouHas xenesa | AyTOMMMYHHbIN NaHKpeaTuT

1gG4-cBasanHbIN naHkpeaTuT (AWM 1-ro Tna)

YenuHble NpoTokMK,
HKENYHbBIN NY3bipb
U neyeHb

CKMeposupyoLLWA XonaHruT

1gG4-cBasaHHbIN CKNEPOSUPYIOLLMIN XONMaHrmT
1gG4-cBsa3aHHbIN XONeLucTuT
1gG4-cBsizaHHas renatonatust

Tupeonant Pugens
TupeonamT XalmMoTo

LLMToBMAaHas xenesa

IgG4-cBasaHHOe 3ab0neBaHue LWUTOBUOHON Xenesbl

CrioHHbIE M CrnesHble BonesHb MVIKyrIVI‘-Ia

1gG4-cBsaizaHHbIA AaKpnoageHUT

xenesbl Onyxonb KioTTHepa 1gG4-cBsizaHHbIN cranageHnT

1gG4-cBsizaHHbIA NAPOTUT

1gG4-cBa3aHHoe 3aboneBaHne NoAYENCTHBIX XKenes
MasHuuya Onyxonb rnasHuLbI 1gG4-cBazaHHOe odTanbMorornyeckoe sabonesaHne

1gG4-cBasaHHan BocnanuTernbHas NceBgoonyxorns
rnasHuLbl

1gG4-cBasaHHoe naHopbuTanbHoe BocnarneHne
1gG4-cBa3aHHbIN opbUTanbHbIi MUO3UT

Jlerkue, cpepocTeHue,
nneepa

WHTepcTuumansHas nHEBMOHNUSA

1gG4-cBasaHHoe 3aboneBaHne nerkux
1gG4-cBA3aHHbIN MeanacTeHUT
1gG4-cBaA3aHHbIV NNEBpUT

Moykn Ty6ynovHTepcTULManbHbIn

HedpuT (TUH)

1gG4-cBsizaHHOe 3aborieBaHne nodvek

TWH B pamkax 1gG4-cBaszaHHoro sabonesaHus
Mem6paHO3HbIN rroMepyrnoHedpuT B pamkax IgG4-
CBsI3aHHOTO 3a6oreBaHus

3abpiowmnHHoe
NpOCTPaHCTBO, apTepun
BocnanutensHas aHeBpu3Ma
aopThbl

PeTponeputoHeanbHbin hpnudpos
JlumconnasmoLmTapHbIN aOpTUT

1gG4-cBa3aHHbIN peTponepuToHearnbHbIn hnbpos
1gG4-cBaAsaHHbI aopTUT/NEPUacPTUT
1gG4-cBsizaHHbIA NepuapTepumnT

Koxa [NcepaonMmaoma Koxu 1gG4-cBazaHHoe 3aborieBaHne KOXu

r'mnoduns AYTOUMMYHHbIA TMNODU3NUT 1gG4-cBsA3aHHbIA TMNOOU3NT

MeHuHreanesHas MnepTpoduyeckuin 1gG4-cBaA3aHHbI NaXUMEHUHIUT

0bos1o4Ka NaxXMMEHWUHIUT

JInmdaTnieckne ysnbl 1gG4-cBsizaHHast numdageHonaTust

MonoYHasi xenesa 1gG4-cBsizaHHbIA MacTUT

MpefcraTencHas xernesa 1gG4-cBsa3aHHbIA NPOCTaTUT

Opymve 1gG4-cBasaHHoe NepuHeBparnsHoe 3aboneBaHne
1gG4-cBasaHHbI Me3eHTepUT
1gG4-cBsizaHHbINA SNMUOUOUMOOPXUT
1gG4-cBasaHHan napaTecTUKynsapHas NceBaoonyxosb
1gG4-cBaA3aHHbIV NepuKapavT

3nv|.qu|/|onorV|;| ﬂuaruocmuecme KpUutepumn

IgG4-cBazaHHoe 3aboneBaHne BCTpevaeTcs
yawle y My>XYMH cpefiHero 1 noxunoro BospacTa.
B oTHOLIEHUKN pacnpoCcTpaHeHHOCTN 3TON NaToo-
MU UMEKTCH OrpaHnYeHHble cBegeHuns. Hanbonb-
Lee KONUYeCcTBO anMAeMUOIIorMYeckux nceneao-
BaHW NpoBeaeHo B ANOHUM U CHOKYCUPOBAHO Ha
ayTOMMMYHHOM MNaHkpeaTtuTe. YactoTta BcTpeyae-
MOCTU (NpeBaneHc) ayToOMMMYHHOIO NaHKpeaTuTa
B AnoHun coctasuna 0,8 cnyyas Ha 100 000 ve-
noeek. 3abonesaemMocTtb (MHUMAeHC) — 0,28—
1,08 Ha 100 000. ExxerogHo guarHocTupytoT 336—
1300 HoBbIX cny4vaeB. B AnoHun npumepHo y
26 000 nauneHTOB lgG4-cBA3aHHOE 3aboneBaHne
pasBurnock B nocneaxue 20 net [1].

CerogHa nmeeTtcq anropuTtMm (ragnamnH) gua-
rHocTukn lgG4-cesizaHHoro 3abonesaHuns. Huxe
npvBedeHbl KNMHUu4eckue U nabopatopHble AaH-
Hble, NP HaNMUMYMN KOTOPbLIX Bpay AOIMKEH noay-
MaTb 0 BO3MOXHOCTU pasBuTua y nauyneHta lgG4-
CBsI3aHHOro 3aboneBaHus.

KnuHuyeckne NpusHaku, 8bICOKO 3Ha4YUMBbIe
ana anarHoctuku lgG4-ceasaHHoro 3abo-
neBaHus:

* CUMMETPUYHOE NpUNyxaHue criedHblX, OKono-
YLWHbIX UMW MOAYENOCTHBIX Xenes;

* ayTOMMMYHHbIN MaHKpeaTuT;

* BOCManuTernbHas rnceBgoonyxonsb;

* peTponepuToHeanbHblli hrnbpos;
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* nofo3peHve B oTHoweHun 6onesHn Kactne-
MaHa.

JlabopaTopHble AaHHble, 8bICOKO 3HaYyUMbie
ans auarHoctukn |gG4-cesisaHHoro 3abonesaHus:

» ypoBeHb IgG4 B chiBOpOTKE KpoBKM Gonee
135 mr/an;

* cooTHoweHue 1gG4+ kneTku/IgG+ kneTkun 6o-
nee 40% no gaHHbIM Guoncun.

KnuHunyeckne aaHHble, 3Ha4YuMbie ONa guarHo-
ctukmn IgG4-cBsizaHHoro 3aboneBaHus:

* OQHOCTOPOHHEE YyBeNUYeHue OOHOW U3 crne-
AYIOLNX XKenes3 — crie3Hble, OKOMOYLLUHbIE UK Noa-
YenCTHbIE;

* NCeBOooNyxosfb opbuThl;

* CKIEPO3UPYIOLLNIA XONaHTUT;

* MpoOCTaTwuT;

* TMNepTPOPUYECKUA MAXUMEHUHIUT;

* MHTEpPCTULMANbHbBIA NMHEBMOHWT;

* UHTEPCTUUMANBHBIA HEQPUT;

* TUpeouanT/rTMNodyHKUNA WUTOBUOHON
xenesbl;

* TUMNOGOU3UT;

* BOCManuTenbHasa aHeBpu3ama aopThbl.

JlaBopaTtopHble faHHble, 3HaYuMble ONA aua-
rHocTukn lgG4-cBs3aHHoro 3abonesaHus:

* rmneprammarnobynMHeMusa HEACHOIo reHesa;

* TMNOKOMMNSIEMEHTEMUA UMK NPUCYTCTBUE UM-
MYHHbIX KOMMIEKCOB;

* MOBbILWEHNE YpoBHS IgE nnun so3mHodnnos;

* onyxonenogobHoe U3MeHeHne Unu npunyxa-
HWe NuMdaTUYECKMX y3MnoB, BbIIBNEHHOE Mpu nNpu-
MEHEHUU CUMHTUrpadum c rannvem unu FDG-PET.

B 1abn. 2 n Ha pucyHke npeacTaeneHbl gva-
rHocTu4yeckue kputepum lgG4-ceazaHHoro 3abone-
BaHus [5].

MNpu BOBNEYEHUN B MPOLECC TaKUX OPraHoB, Kak
noaxenygoyHasa xenesa, roriloBHON MoO3r, TKaHu
opbuTbl, KNeTyaTka 3abploWNHHOIO NPOCTpaH-
CTBa, OCYLUECTBUTb B3ATUE BMONCUU TEXHUYECKU
cnoxHo. OgHako rmcTonorMyeckoe nccriefoBaHve
B NoAoBHbIX Criyvyasix YpesBbl4aHO BaXHO ANA
npoBeaeHnsa auddepeHumanbHoro anarHosa u uc-
KIMOYeHKs B NepBYIO odepeb Onyxonen nopaxeH-
HbIX OPraHoB U TKaHel. [NocKoNbKy MHUNBLTpaLKUSA
IgG4+ nnasmaTn4eckMMn KrneTkamu MoXeT BCTpe-
yaTbcs Mpu apyrux 3aboneBaHusx (pesmaTtoua-

Tabnwuua 2

AuarHoctuueckue kputepumn lgG4-cBsisaHHoOro 3aboneBaHus

ObcnenoBaHue

XapakTepHble NpU3HaKu

InarHos IgG4-
cBA3aHHoOro 3aboneBaHus

KnuHunueckoe (1)

AncbdysHoe/nokannsoBaHHoOe yBENMYEHNE UITN ONyXOneBULHOE
o6pa3oBaHNe B OAHOM UITM HECKOIbKUX OpraHax

HocToBepHbIin: 1 +2 + 3

emaTonom4eckoe (2)

MoBbiWeHWe coaepxaHus 1IgG4 B cbiBopoTke kpoBu (>135 Mr/an)

BepositHbIn: 1 + 3

Mucronomyeckoe (3)
WHDUNBTpaums u ounbpos.

B Nnone 3peHus

BbipaxeHHasi TMMdoUUTapHas 1 NnasmouuTapHas

NHounetpauusa lgG4+ nnasmatMyeckumMm KneTkamm (MHAEKC
1gG4+/1gG+ knetkn >40% n >10 1IgG4+ nnasMaTUYECKUX KITETOK

BoaMOXHbIn: 1 + 2

1 |i| 2

]

3 ]

IunarHo3s IgG4-ceagzaHHOro

BoBneyeHne opraHos:
AncdyHKUMA, nokanbHoe

| 1gG4 B cLIBOPOTKE KpoBU >135 Mr/an |
nnu anddyvsHoe veenmyeHne

3aboneBaHus

[ucronaronorus:
vHaekc |gG4/1gG>40%

HocToBepHeIi

1 >10 IgG4+ KneToK B none 3peHns

OpraHocneuududeckne kputepun IgG4-ceasaHHOro 3abonesaHus (Hanpumep, ayToMMMYHHOroO naHkpeaTuTa, 6onesHn Mukynuya) | | HocToBepHeli |

BoBreueHne opraHos:
IAMCYHKLMS, NOKanbHOe

| 1gG4 B cbiBOPOTKE KpOBU <135 MI/An |

nnu anddysHoe yeenudeHue

McTonartonorus:
nHaekc 1gG4/1gG >40%
1 >10 IgG4+ KneToK B nNone 3peHus

BoBneueHne opraHos:
AMcdyYHKLMA, NokanbHoe

| 1gG4 B cbiBOpOTKE KpoBu >135 Mr/an | |

[cTonaTonorsa HefoCTyNHa UMK HexapakTepHa | Bo3aMOkHBIN

unu auddysHoe veenuueHne

BoBreueHue opraHoB:
AncyHKLMA, nokanbHoe

| 1gG4 B cbiBOpOTKE KpoBU <135 MI/An | |

IMcTonaTonorus HeAOCTYMNHA UMK HexapakTepHa | Het

nnm anddysHoe vBenuyeHue

Cxema anarHoctudeckoro noucka lgG4-cesizaHHoro 3aboneaHus
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HbliA CUHOBWT, BOCMANUTENMbHbIE MPOLLECCHI KOXW,
nonocTn pTa u gpyrue), paspabotaHbl cTporve
KONMYECTBEHHbIE TMCTOMOrMYEecKUe KpUTEpPUN.

KnuHuka

Mpu lgG4-cBA3aHHOM 3aboneBaHnn NpakTn4ec-
Ku nioboin opraH MoxeT BbiTb BOBEYEH B NaTomno-
rmyeckuin npouecc. KnuHuyeckne nposBneHus
3aboneBaHUA 3aBUCHT OT MOPaKEHHOIo opraHa u
CBsi3aHbl BO MHOIOM C ero yBenuyeHuem [1, 6].

IgG4-cesA3zaHHoe 3aboneBaHMe 0OBbIMHO Hauu-
HaeTca noAdocTpo. Y 6onblUIMHCTBA NaLUEeHTOB
OTCYTCTBYIOT 06LLME, KOHCTUTYLIMOHATbHBIE CUMIT-
ToMbl. B none 3peHus KNMHUUUCTOB Takue nauu-
eHTbl NnonagarT U3-3a yBenuyeHUs U/Mnm noBpex-
AeHus opraHa. NMatonoruto Yacto obHapyxuBaoT
crny4anHo npu npoBeAeHUM UHCTPYMEHTanbHOro
obcneposanuna unu 6Guoncun. OgHako uHoraa
IgG4-ces3aHHOe 3aboneBaHue Bbi3biBaeT MaccuB-
HOe MoBpeXaeHne opraHa u ero (pyHKLUNOHAaMbHYHO
HeJOCTaTOYHOCTb.

Haunbonee 4acTo B npoLecc BOBeKaKTCs Nog-
XenygoyHas xenesa, renatobunuapHbIin TpakT,
CINIOHHbIE Xeneasbl, rMasHuubl, nuMmdaTnyeckue
ya3nbl. Pexe nopaxaroTcsa knetyaTka 3abprolnH-
HOro NPOCTpaHCTBa, aopTa, CpeAoCTeEHNE, MArkue
TKaHW, KoXa, UeHTpanbHaa HepBHas cucTema,
MOJSI0YHasA Xenesa, NoYKK, NpeacraTenbHada xene-
3a, nerkue, BepxHue AblxaTenbHble NyTh U WuTo-
BMAHaA xenesa. B pegkux cnyyasx sabonesaHue
ocTaeTcs Nnokanuv3oBaHHbIM B OfHOW obnacTu.
NameHeHns B apyrnx obnacTtax 4acto nosBnaT-
CSl C Te4EeHUEM BPEMEHU, MHOTAa Yepes3 MHOro NeT.

Crie3Hble U CIIIOHHbIE Xene3bl, mKaHu opbumsl.
CnesHble xernesbl U MArkMe TkaHu opbuTbl BoBne-
karoTcsa B npouecc npu lgG4-cea3aHHoM 3abone-
BaHUKN 4aCTO U MOTyT ABMAATLCA NEPBbIMU NPOSB-
nexHuamn 6onesHu. TUNUYHBIMU CUMIITOMaMKU AB-
NAKTCA OOQHO- UMW ABYCTOPOHHEE YBENUYEeHue
MSATKUX TKaHen opbuTbl 6e3 HapyLeHNa OCTpOoThI
3peHNd U CUMMNTOMOB CYXOro KEpPaTOKOHBIOHKTU-
BuTa [7].

Mo-engumomy, lgG4-ceazaHHoe 3aboneBaHue
SABNSETCA MPUYUHOM NO KpanHen Mepe NosioBUHbI
Crny4yaeB TaK Ha3blBaeMoro MamMonaTuyeckoro Boc-
naneHusa opbuTtsl.

YacTo BoBNeKarTcs B npouecc nogventocT-
Hble Xenesbl. [laTonorna n3BecTHa Kak XpoHu4ec-
KA CKNepo3UpyoLWMI cranageHnuT unm onyxosb
KioTTHepa, npu KOTOpPON y NaumeHTa pa3BmMBaeTcs
OHO- N ABYCTOPOHHEE YNNOTHEHUE N YBENUYe-
HUe noaventoCcTHbIX Xxenes. M3onnpoBaHHO unu

BMeCTe C NoA4ventoCcTHbIMU UHOTAa nopaxarTca
OKOJOYLLUHbIE Xenesbl [8].

OOHOBPEMEHHO U CUMMETPUYHO MOTYT nopa-
XaTbCA Cnes3Hble, OKOMOYLLHbIE U CITHOHHBbIE Xefe-
3bl, U 3Ty NATONOrN HasblBanu 6onesHbo Muky-
nuya. CerogHa ee paccMmaTpuBalrT KaK 4acTb
IgG4-cBda3aHHoro 3abonesanund [9].

YTouHeHbl pasnuuusa mexay 6onesHbto Muky-
nuya n cuHgpomom LerpenHa. CyliecTBeHHO pas-
NMYalnTCA reHaepHble XapakTepUCTUKN NALMEHTOB:
Toraa Kak 6onesHb Mukynuya oAMHaKoBO 4acTo
BCTpeYaeTCs KaK Y MYXXUUH, TaK U Y XXEHLLWUH, CUHA-
poMmowm LlerpeHa npenmyLlecTBEHHO cTpajalrT
XEHLWMHbI. Y nauymeHToB ¢ 6onesHbo Mukynuya
OTCYTCTBYKOT UM HE3HAYUTENIbHO BblpaXeHbl
KCepoCTOMUS U KcepodTanbMus, gaxe npu 3Ha-
YUTENBbHOM YBENMUYEHUMN CNE3HbIX U CITHOHHBIX Xe-
nes. Mpu aTnx 3aboneBaHUAX pasnUyarTcs UM-
MYHOIOTMYECKUEe XapaKTepUCTUKM U OTBET Ha ne-
YyeHue KopTUKocTepouaHbIMU ropmoHamu [10].

lNodxenydoyHast xenesa. HegaBHue uccneno-
BaHUA nokasanu, 4To ayTOMMMYHHbIN NaHKkpeaTuT
MOXET npoTeKkaTb B 2 BapuaHTax. AYyTOMMMYHHBbIR
naHkpeaTuT 1-ro TMna NPosABNAETCH NOBbILEHHbI-
MU YPOBHAMU ramma-rnobynuHos, IgG n/vnu IgG4
B KPOBU U XapaKkTepuayeTcsl MMCTONornvyeckumMmu
M3MeHeHnamMu, Brkntoyas IgG4+ nnasmoumTapHyro
WHbMNLTpaumto, gubpos n obnutTepupyroLLmin dne-
6uT. B oTNMYMe oT 3TOro ayTOMMMYHHBbIV NaHKpea-
TUT 2-r0 TUMa XapakTepuayeTca nanonaTtu4yeckum
LEeHTpanbHO-NPOTOKOBLIM MaHKpeaTUToOM WUMu
ayTOMMMYHHbIM MaHKpeaTUTOM C rpaHynouuTap-
HbIMY 3aNUTENUanbHLIMU NoBpexaeHusMu 6e3 no-
BbiweHus IgG n IgG4, 6e3 ayToaHTUTEN U BOBME-
YyeHus B npouecc apyrmx opraHos [11].

AYTOMMMYHHbBIV NaHkpeaTuT 1-ro Tuna cymTa-
eTcda naHkpeaTtudeckon mMaHudectaumen lgG4-
CcBsi3aHHoro 3aboneBaHus. lgG4-cBs3aHHbI ayTo-
WMMYHHbIA NaHKkpeaTuT Haubornee 4yacto BCTpe-
YaeTcHa Y MYXYUH CpedHero u noxuroro Bospac-
Ta, COOTHOLLEHME MYXUYUHbI/KEHLLMHbI COCTaBNA-
et 4—7,5/1. 3T0T BapuaHT naHKkpeaTuTa xapak-
Tepu3yeTca He3HauYnTerNbHO BblpaXeHHbIMU ab-
OOMUHarbHbIMU CUMMATOMamu, obblvHO 6e3 ocT-
pbIX aTak naHkpeaTuTa, AN dy3HbIM yBENNYEHU-
eM NoXXenyao4HOM Xenesbl, Cy)KeHneM naHkpea-
Tu4eckoro npotoka u 6e3boneBoit 06CTPYKTUB-
HOWN XeNTyXOW, KoTopasi HepeaKko cumynupyet
aZleHoKapUMHOMY MoxXenyaoyHown xenesbl. Cu-
CTEMHbIE CUMNTOMbI PEKU, B HEKOTOPbIX Cry4a-
AX OTMEeYeHo pasBuTuMe caxapHoro gunabeTta
2-ro TMNa n creaTopeu.
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MeToabl BU3yanuaauuu BbISBASIOT B TUMUYHbIX
cnyvadax yBenuyeHue noaxenyaovHoun xenesbl,
NpenMMyLLeCTBEHHO FOMOBKU, HEPaBHOMEPHOE CY-
XXeHue naHkpeaTuyeckoro npotoka. Habnwogaet-
CA XOpOLUMA OTBET Ha NPUMEHEHUEe CTepOUHON
Teparnuu, 0AHaKo Npu OTMEHE NeYeHNs MoryT BO3-
HUKaTb peunanebl [12].

lenamobunuapHas cucmema. BoBneyeHue B
npouecc XenyeBbIBOAALWMX NyTel obHapyXeHo
y 50—90% nauwneHToB ¢ IgG4-cBA3aHHbIM ayTo-
WMMYHHbIM NaHkpeaTuToM. Peako natonorus 6u-
NapHoOro Tpakta MoXeT BCTpevaTbCsd U3onmpo-
BaHHO OT MOpaxXeHUsi NoAXKeNyAO4YHON Kenesbl.
MposeneHnem xonaHruta aBnaeTca obCTpyKTUB-
Hag xenTtyxa u/unu nuxopaaka. Yatue scero no-
paxaeTCcs BHENEeYeHOUYHbI CerMeHT Xern4yHoro
npoToka, ocobeHHO ero MHTpanaHkpeaTuyeckas
yacTb [13].

BoBneuyeHne B npouecc XenyHoro nysbips B
BMAe OUdY3HOro HeKanbKyrne3Horo XonewymcTu-
Ta obHapyxuBaeTcs y 25% nayuneHTos ¢ IgG4-cBa-
3aHHbIM MaHKpeaTUTOM. MI3MeHeHUs CO CTOPOHbI
neyeHn Hanbonee yacTo NpoTekalT B hopme o4a-
roBOro NOpPaxeHus, onpeaenseMoro Kak Bocnanu-
TenbHasa NceBAoonyxofb, YTO MOXET NPOABNAThL-
CA HapylleHNneM OyHKUMOHAalNbHbIX TECTOB nedve-
Hu [14].

1gG4-cssizaHHoe 3aboriegaHue rnoyek. MNoykn —
OOVH 13 Hambornee YacTbIX opraHoB-MULLIEHEN Mpn IgG4-
cBA3aHHOM 3aboneBaHun. PassuBaetca Tybyno-
NMHTEepCTULMAnbHBLIA HedbpUuT ¢ hrubposom un lgG4+
NNasMoKNEeToYHON NHpUNBTpauurei. Mo cpaBHEHUIO
C ApYrMMy TUNamu TyGYyrnonHTEPCTULMANBHOIO He-
dputa lgG4-cBA3aHHBLIN HEPPUT HacTo accouumu-
pyeTcsi ¢ BHEMoYe4YHbIMU MPOABNEHUAMU, TaKUMU
Kak naHkpeaTuT, cuanageHuTt, nuMmdageHonaTus, a
Takke C BbICOKOW YacTOTOW MMMOKOMMNIIEMEHTEMUN.
KnuHuyecku BoBneveHne B NpoLecc novek nposs-
naeTcs HapyleHneM ux pyHKUMM ¢ NpoTenHypuen
nnu 6e3 Hee. MoxeT HabnogaTbCA Kak nogocTpas,
Tak U nporpeccupyrollasa noyevyHad HegocTaTou-
HOCTb. Buayanusauusa BbIABNAET 4acTO MHOXe-
CTBEHHbIE Y3Iibl, KOTOpblE HE BCTpevarTca npu
Apyrux Tunax TyGynouHTepcTuumansHoro Hedppu-
Ta. Hanbonee 4actbiM1 MOPONOrMYECKUMU U3Me-
HEHNAMU ABNSIOTCA 30HAmNbHBIN TyBYNOUHTEPCTU-
uunanbHbii HedppuT ¢ IgG4+ NNasmokNeTo4HoN Boc-
nanuMTenbHon nHdunsTpaumen, pnbposom 1 Tyby-
nsipHoW aTpodomneir. XoTsa Knyboukn obbI4HO He no-
paXKeHbl, B peOKuX cryyasx MoXeT oTMevaTbCs Co-
nyTcTByloLLaa MembpaHo3Haa HedpponaTusa ¢ cyb-
anuTenuanbHbIMK IgG4 UMMYHHBIMU KOMMNEKCamu,

pesncTteHTHasi K ctepouaHon Tepanuu [15]. Nme-
toTca paspaboTaHHble kputepumn IgG4-cBA3aHHOMo
3aboneBaHus novek [16].

lgG4-cesizaHHoe 3abornesaHue rezkux. TOYHO
HEen3BEeCTHO, KaK 4YacTto B npouecc npu lgG4-ces-
3aHHOM 3aboneBaHuy BoBnekawTca nerkue. N3
114 6onbHbIX ¢ lgG4-cBs3aHHbIM 3aboneBaHneMm
y 16 (14%) nmenack natonorns Nerkix u nnespsbi.
YacTo, y NonoBuHbI NauneHToB u bonee, oTMeyva-
nacb BHYTpUrpyaHas numdageHonatnd. Y Heko-
TOpbIX AaHHAA naTonorna AebTnpyeT Cyxmnm Katu-
nem, obILLKON, KpOBOXapKaHbeM, AUCKOMGOPTOM
B PyAHON KNeTke, BbINOTOM B MrieBpanbHbIX Mo-
noctax. Nockoneky y 75% nauMeHToB OTCYyTCTBY-
0T CUMNTOMbI MOPAXEHUA Nerkux, NaTonorus Mo-
XeT 6bITb 3anogo3peHa rnpu peHTreHoNnorM4eckom
nccnegoBaHumn nerkux [171].

Ha oCcHOBaHUM PEeHTreHONOrMYeCcKUX AaHHbIX
IgG4-cBs3aHHOe 3aboneBaHne ¢ BOBEYEHNEM B
npouecc nerkmx MoxeT 6bITb pasgeneHo Ha ABa
TMNa: BocnanutenbHasi NCeBAOONYXOrb U UHTEp-
CTULManbHbLIN NHEBMOHUT. Pexe BCcTpevarTcs
naTonorus LeHTparnbHbIX BO3QyXOHOCHbIX MyTew
(TpaxeobpoHxuanbHbIi CTeHo3), hrubposnpytoLnii
MeguacTeHuT u nneeput. B npouecc MoxeT 6bITb
BOBfIEYEHa KaK BUCLepanbHas, Tak 1 napueTans-
Hasi nnespa, 4Yacto B popme pmbposHoro ynnoTt-
HEHWSI C XpPOHWUYECKOW BOCMANUTENbHOW KNneToY-
HOW MHGUNBTpaumen. KnmHuyeckoe TedeHne lgG4-
CBSAA3@HHOW naTonornu nerkux obblYHO nerkoe ¢
XOpoLlmM adpdpekToM cTEpPOUIOB U/UNN UMMYHO-
nenpeccaHToB [18].

1gG4-cesizaHHas namoJsioausi WumoasudHol
xenesbl. 1gG4-CcBA3aHHbIN TUPEeonanT, KakK npea-
cTaBnseTcs, sBnaeTca cybTtunom TupeouanTa
XalmmMoTo 1 xapaktepuayeTca nMMmdonnasMokne-
TOYHOW MHGUNbTpauuen, pnbpo3om, NoBbILLEHK-
eM ypoBHS IgG4 B TKaHU LUMTOBUAHOM Xenesbl U
BbICOKMM copepxaHnem 1gG4 B CbIBOPOTKE Kpo-
Bu. OH npoTeKkaeT 4acTo C NOBbILLEHUEM YPOBHEW
aHTUTUMPEOUHbIX aHTUTen, Gornee BblpaXeHHbIM,
yeMm npu He lgG4-cBA3aHHOM TupeonaguTe Xalu-
MoTO. Y 26,8% nauMeHTOB MMEKTCH MpU3HaKku
rmnotupeosa [19].

YacTtblo IgG4-ceazaHHoro 3abonesaHus ABns-
eTca TupeonauT Puaens (MHBasuBHbI hnbpos-
HbIi TUpeonauT) [20].

PemponepumoHearnbHbil pubpos. PeTponepu-
TOHeanbHbIN hrbpo3 npeacrasnsaeT cobol xpo-
HUYECKYI0 BOCManuTenbHy NaTonoruio ¢ Bblpa-
XEHHbIM pnbpo3oM B 3abpHOLUMHHON KneTyaTke.
Y nauueHToB ¢ Takum ¢dmbpo3om peTponepuTo-
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HeanbHble Macchl NMOKPbIBAOT abAoOMUHAmNbHYIO
aopTy U COABNMUBAOT MOYETOYHUKU, YTO BedeT K
obecTpykunn. Y 59% naumMeHToB C peTponepuTto-
HeanbHbIM ¢hrbpo3om noBblleH ypoBeHb IgG4 B
CbIBOpPOTKE KpPOBM W HabnogarTca ructonaTono-
rmyeckue nNpusHaku, xapakrepHole ans 1gG4-ces-
3aHHoro 3abonesaHus [18].

1gG4-ces3aHHbIU aopmum/nepuaopmum.
B HepgaBHWX coobLUeHUAX onucaHbl NauneHTbl ¢
BocnanuTenbHbIMU aHeBpuamMamMu abgomMuHanb-
HoW unu rpyaHoir aopTtel. Hanpumep, y 40% na-
LMEHTOB C BocNanuTenbHbLIMU aHeBpuU3Mamu
6ptowHon aopThl AnarHocTupoBaHo lgG4-ces3ah-
Hoe 3aboneBaHune ¢ NoBbIWLEHHLIM YpoBHEM IgG4
B CbIBOPOTKE KPOBWU U MHGuUnNbTpaunen lgG4+
nnasmaTuyeckumMm Krnetkamm n obnutTepaTuBHbIM
dnebutom [21].

1gG4-casizanHas numghadernonamusi. Jllumda-
AeHonaTua MOXeT pasBUTbCA Nnocrne Kakoro-nubo
aKcTpaHoganbHoro nposasneHus IgG4-ceasaHHoro
3aboneBaHns, XOTA MHOT4a MOXET ObITb U MEPBbLIM
nposieneHvemM 6onesHun. B npouecc MoryT BoBne-
KaTbCA NUMAOY3Nbl pasHbIX rpynn, HO Yaule
BHYTpPUTpyOHble, BHYTPUOPIOLLHbIE Y NOAMbILLIEY-
Hble. JlumdgageHonaTua MoxeT BbiTb acCUMMMTOM-
HOW UMW BbI3blBaTb CUMMNTOMBbI, CBA3aHHbIE CO
caasneHneM. Jinmdoyansl 0bbIYHO Ge3bonesHeH-
Hble, 0BHapyX1MBalTCs Criy4YanHo npu Bu3yanusa-
UMM y NauMeHToB C YCTaHOBMEHHbIM ANArHO30M
IgG4-cBs3aHHOro 3aboneBaHus.

Y nauMeHToB ¢ AaHHOW naTosiornen n reHepa-
NM30BaHHOW NuUMdaaeHonaTMen AOMKHbI ObITb
ncKknYveHbl numdoma, capkongos, 6onesHo
KactnemaHa u gpyrue onyxonu. B otnuumne ot
aTux 6onesHen numdoyanel npu lgG4-cBsiI3aHHOM
3aboneBaHuu yBerMYeHbl HE3HAYUTENbHO, KOH-
CTUTYLUOHArbHbIE CUMNTOMbI, Takue Kak nmxo-
pagka u notepsa Maccbl Tena, obbl4HO OTCYTCTBY-
toT, ypoBeHb JI[AT B HOpMe MK NOBbILWEH HE3Ha-
ynTensHo. Ana andbdepeHuymansHOW AnarHocTum-
K1 Heobxoaumo nposedeHue Guoncum NUMgoys-
na co cneyuanbHbIM OKpalwwmBaHmem Ha lgG4 [22].

Na6opaTopHana oueHkKa

Y 6onbluMHCcTBa NauneHToB ¢ IgG4-cBa3aHHbIM
3aborneBaHveM oTMeYaeTcHa MNoBbILEHWe coaep-
XaHug 1lgG4 B cbiBopoTKe KpoBU, XoTd B 30% cny-
4YaeB OHO MOXeT ocTaBaTbCs HOpManbHbIM. Bo-
nee BbiCcOKMIA ypoBeHb IgG4 Habniogaetcs npu
MYIBTUOPraHHOM MopaxeHun [23].

Onyb6nukoBaHbl AaHHble 0 TOM, 4To npu lgG4-
CBA3aHHOM ayTOMMMYHHOM MaHKpeaTuTe KIUHU-

Yeckune NposABMeHUs pasnuyanichb B 3aBUCUMOC-
TU OT KOHUeHTpauuun lgG4 B CbIBOPOTKE KPOBMW.
Mo cpaBHeHUIO ¢ nauneHTamn, UMeBLUMMU HOp-
MarneHbI ypoBeHb 1gG4, nuua ¢ ysenumyeHnem
3TOro napameTpa xapaktepusoBanucb bonbLuen
aKTUBHOCTbIO 3aboneBaHusA. Y HUX valle oTMe-
Yanace xxentyxa B aebtote 6onesHu, BbIABASANOCH
andysHoe yeenuyeHme nogxKenyao4Hom xene-
3bl MpY BU3yanuasauuu, 3HauyuTensHo 6onee Bbl-
COKMM ObINO HakonneHue npenaparta B NOBpeX-
OEHHOM opraHe npu cuuMHTUrpadum, vawe otTme-
Yyanucb BHenaHKkpeaTUdeckue NposiBNEHUs, B
6onblwMHCTBE cnyyaeB TpeboBanacb AnuTenb-
Has Tepanu4a [24].

Heponyctumbl abconoTusanma TpakToBKK Mo-
BbllWeHUs1 ypoBHe IgG4 B CbIBOPOTKE KPpOBKU AN
anarHocTukn lgG4-ceasaHHoro 3aboneBaHug,
M30NMPOBaHHAA OLEHKa 3Toro Kputepusd, no-
CKOIbKY, C OZIHOW CTOPOHbI, Y AOCTATOMHOW Yac-
TV nauuneHToB ¢ lgG4-cBaA3aHHbIM 3aboneBaHu-
emMm cogepxaHue lgG4 B cbIBOpOTKE KPOBM OCTa-
eTCcs B HOpMe, C ApYro — NOBbIWEHHbIE YPOBHU
IgG4 moryT HabnoaaTbca U NMpU UHBIX NaTOMorn-
YEeCKUX COCTOAHUAX — BOCNanuTenbHblx 3abone-
BaHUsSX, oNyxonsx, MHdekuusax. Kpome Toro, ypo-
BeHb IgG4 B cbiBOpOTKE KpoBU MNoBbIWeH Y 5%
340poBbIX nuy, [25].

Y naumeHToB ¢ IgG4-cBsi3aHHbIM 3aboneBaHu-
eM MOXeT ObITb BbIsiBNieHa runeprammarnobynu-
HeMus, YyacTto noBblleHo coaepxanue 1gG u IgE,
MOXeT OTMeYaTbCs TMMNOKOMMIIEMEHTEMUSA (HU3KUe
ypoBHU C3 n C4), MexaHu3mbl pa3BUTUS KOTOPON
HY)XOAKTCA B YTOYHEHUU [24, 25]. Tonbko Kommn-
NeKcHasa oueHKa aHaMHe3a, KIMMHUYEeCKUX NposiB-
NEHWIN, HCTPYMEeHTanbHbIX JaHHbIX 1 nabopatop-
HbIX nokasaTenen No3BonsieT NocTaBUTb LOCTO-
BepHbI anarHo3 lgG4-cea3aHHoro 3abonesaHus.

MNicTonatonorua

KnoueBbiMY MOPONOrMYeckuMm npusHaka-
My IgG4-cBg3aHHoro 3aboneBaHnsa SBNANTCA:
1) NNoTHBIN NUMdonnasMmounTapHbld UHPUILT-
paT c NnoBbIWEHHbIM cogepXaHunem IgG4+ nnas-
MaTuUYecKuUx KneTokK; 2) cnupanesngHbin pubpos
(storiform fibrosis); 3) obnutepupyowmii pneduT.
Opyrvue rucrtonatonornyeckme U3MeHeHus,
BcTpevawwmecsa npu lgG4-cesazaHHoM 3abone-
BaHuUM, npeacTtaeneHbl ¢pnebutom 6e3 obnute-
pauuu npocBeTa cocyaa 1 NoBblLLEeHNnEM coaep-
XaHUA 303MHOPUIIOB.

[na poctoBepHoOro MopdororM4yeckoro gua-
rHo3a IlgG4-cBs3aHHoro 3abonesaHnsa Heobxoan-
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MO Harnuuue ABYX U3 TpeX OCHOBHbIX NMPU3HAKOB,
KakoBbIMU B BONbLUMHCTBE ClyyYaeB ABNAIOTCA
numdonnasMmouuTapHble MHpUNbTpaTbl U nb-
pos. UckntoyeHne n3 atoro npasuna cocraBns-
toT Broncumn numdaTnyecknx ysnos, fnerkux, ma-
NbIX CIIOHHBIX U cnesHbIX Xenes. B 6uontatax
3TUX opraHoB ¢Mbpo3 unu npusHaku gpnedbuta
MOTyT OTCYTCTBOBaTb UMM OblTb MUHUMAIIbHbI-
Mu [26].

JlumdonnasmounTapHble MHpUNLTPATLI Npea-
CTaBneHbl B OCHOBHOM T-nuMmdoumTamMu, KoTopble
pacnpegenstoTcsa auddgysHo Mexay nnasmaTtu-
YeCKUMU KNneTKamun, KoTopble ABMSTCH BaXHen-
LWMMMWU KOMMOHEHTaMU OaHHbIX UHUNLTPATOB.
MoryT BcTpeuaTbCca Takxe oTAelNbHble pa3pos-
HeHHble arperaTtbl U3 B-numdounToB. 303nHOGU-
nbl 0B6HapYXMBAKOTCA B HE3HAYUTENBHOM UMK
YMEpEeHHOM KOMUYEeCTBE U B HEKOTOPbIX Cry4a-
AX, 0COBEHHO MpU 303MHOPUITBLHOM aHIMOLIEHT-
puyeckoM cpunbpose, npeobnagatot. MoryT BcTpe-
4YaTbCA paspo3HeHHble Makpodaru. B xenesax
UHpUNBLTpaTbl Hanbonee 4YacTo BO3HUKAKOT BO-
Kpyr NpPOTOKOB.

Onsa anardoctukn IgG4-cBsasaHHoro 3abonesa-
HUS BaXHeliee 3HayeHue MMeeT UMMYHOIrUCTo-
XUMUYECKNIA aHanNn3 ¢ KONMYECTBEHHbIM ornpeae-
nexHvem lgG4+ nnaamaTtnyeckux knetok. B BoBne-
YeHHOW B MpoLuecc TKaHW MOryT ObITb NpeacTas-
neHbl Bce Knaccbl MMMyHornobynuHos, Ho 1gG4
OOIMKHbI AoMUHUpoBaTh. [na IgG4-cBa3aHHOro 3a-
6oneBaHus xapaktepHo Hanuume 10 u 6onee IgG4+
nnasmaTu4ecKkux KNeToK B Nnone 3peHus u/unu co-
oTHoweHue lgG4-akcnpeccupyrowmnx nnasMmaTu-
Yeckux Knetok K lgG-akcnpeccupyembiM nnasma-
Tu4eckuMm knetkam (nHgekc 1gG4+/IgG+) bonee
40% [27].

CnenyeT 0OTMETUTb, YTO MOBbILIEHWE coaepXa-
HU4 lgG4+ nnasmaTnyeckux KreTok BCTpevaeTcs
B BbuonTatax TKaHel npu LUMPOKOM CMeKTpe BOC-
nanuTernbHbIX 1 OrnyxoneBbix 3aboneBaHui n Tpe-
6yeT nposeaeHus andycpepeHUMansHon anarHoc-
TUKK. BocnanutenbHble 3aboneBaHus, NoTeHUu-
anbHO accouuMMpyloLmnecs ¢ NoBbILLEHUEM YPOB-
He [gG4+ nnasmaTuyecKkmux KNeTokK, BKIMKYaKT peBs-
MaTounaHsln aptpuT, AHLUA-accoynmmpoBaHHble
BacKymnuTbl, MEPBUYHBIN CKNEPO3UPYIOLLUIA XOmnaH-
rMT, BOocnanuTenbHble 3aboneBaHust NonocTu pTa
N KULLIEYHMKA, KOXKHbIV MasmMoumnTos, ayTouMMYyH-
HbIA aTpodunyecknin ractput 1 ap. fmcronornyec-
KMe U3MEeHEHUs, cxodHble ¢ TakoBbiMU npu 1gG4-
CcBs3aHHOM 3aborneBaHuu, MoryT HabnwaaTbcs
npu 3MNOKa4YeCTBEHHbIX OMyXONAX pasfuyYHon no-

Kanusauuu u npexae Bcero numdomax. B cnyyae
3r10Ka4YeCTBEHHOWN Onyxonun nHduneTpauus lgG4+
nnasMaTtuyeckuMm Knetkamm obbIYHO HeoaHOPOA-
Hasi, OTCYTCTBYIOT Apyrue xapakTepHble rMcTono-
rmyeckue npusHaku (pubpos n/unu obnutepupyto-
LM pnebur).

®ubpo3s. 3ToT BapuaHT ombpo3a cxXoX C Kofe-
COM U1 BUTKOM cnupanu. BepeTeHoobpasHbie
KNneTkn — gpubpobnactel nnn mmocdubpobnac-
Tbl — pagnanbHO pacxoddaTcs oT LeHTpa v norpy-
XXEHbl BHYTPb NMMdOoNNasMoLuTapHbIX UHPUINBLT-
paToB. B HekoTopbix obpasuax, ocobeHHOo npu
NYHKLMOHHOM Buoncun, npusHakn gpmbposa moryTt
He BbISBNATLCA. BblpaXeHHOCTb ero 3aBUCUT OT
BOBIIEYEHHOro B npouecc opraHa. Tak, ¢pubpos
BecbMa xapakTtepeH ans lgG4-ceasaHHoro ayrto-
WMMYHHOI0 naHkpeaTtuta 1-ro tmna, IgG4-ces3aH-
HOro peTponepuToHeansHoro pnbposa, lgG4-ces-
3aHHOro TyByrnouHTepcTMLmansHoro HedgpuTa, Ho
o4YeHb peako BcTpevaeTcs y 6onbHbIx ¢ lgG4-ces-
3aHHon 6onesHbio Mukynuua n IgG4-cea3aHHoO
numdageHonaTnen.

Ob6numepupyrowutl onebum. BeHbl obnute-
pUpOBaHbI MIOTHLIMU NMdONNasMouuTapHbIMU
WHGUNbTpaTamu. JiumdounTbl U NNasMaTuveckne
KNeTKM HaxoOAaTCcs Kak B CTEHKe, Tak U B NpocBe-
Te cocyda. YactuyHo obnutepupoBaHHble BEHbI
C TpaHCcMypanbHbiMKU BOCNanuTenbHbIMU UH-
dunbTpaTaMu Takxe He NpoTMBopeYaT AuarHosy
IgG4-cBsizaHHoro 3abonepanuns, a obnutepauus
BeH 6e3 nNpu3HaKkoB BOCNaneHnsa He xapakTepHa
ana aton natonorun. MNpusHakn aptepumTa Tak-
Xe He ucknoyawT auarHosa «lgG4-ceasaHHoe
3aboneBaHve». ApTepunT MHOrAa BCTpeyaeTcs
npv ayToOMMMYHHOM NaHKpeaTuTe 1 Npu nopaxe-
HUKM nerknx B pamkax lgG4-cesa3aHHoro 3abone-
BaHusA. B aTux cnyyasx apTepuuT Xapakrepuay-
€TCA He HEeKpOTU3UPYILMMU NUMdOonnasMoLum-
TapHbIMW UHpUNBTpaTamMu ¢ obnuTepauuen unu
6e3 Hee npoceeTa cocyaa.

MpoTue anarHo3sa «lgG4-ceasaHHoe 3abonepa-
HMe» CBUAETEeNbCTBYIOT Takue rmcrtonornyeckune
N3MEHEHUS, KaK NOBbILLIEHHOE coAepXaHue B UH-
dunbTpaTax HeMTPOodUNOB, HENTPOUNBbHBIE
MUKpoabcLecchl, HEKPOTU3UPYIOLLNIA XapakTep
BackynuTa n obpasoBaHue anuTenmMongHo-KneToY-
HbIX rpaHynem [28].

lucTonoruyeckas auarHoctuka lgG4-cBa3aHHo-
ro sabonesaHua Haubornee 3aTpygHUTENbLHA Ha
Nno3gHUX cTaguax, Korda BCTpedvarTcs Nulb OT-
AenbHble nnasmMaTuyeckne KreTku U B TKaHu Jo-
MUHUpPYeT hnbpos.
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JleyeHuUe

Mo neveHuo IgG4-cBasaHHoro 3aboneBaHus
paHAOMU3MPOBaHHbIE KOHTPONUpPYEMble Uccneao-
BaHWA He NnpoBoauNuUch. metoLwmninesa onbIT — 370
onnucaHue OTAeMbHbIX cryYyaeB unu HebonbLumnx
KOropT NaumeHTOB, YacTO C OrpaHUYEHHbIM Cpo-
KOM HabnwaeHud. Y HeKoTopbiX NauUeHTOB C
IgG4-cBsi3aHHbIM 3aboneBaHMEM OMNMCAHO pas3Bu-
TUEe CMOHTaHHbIX PEMUCCUI, B CBA3N C YEM OHU
MOIYT HE HY)KAATbCA B HA3Ha4YeHUN neveHust [29].
Yalle Bcero ato nauueHTbl C MOHOOPraHHbIM Mo-
paxeHuem, 6e3 KNMHUYEeCKUX cuMnToMoB nNnbo ¢
He3HauyMTenNbHbIMU NPOSIBNIEHUAMUW 3ab0neBaHUSA.
Mpn IgG4-cBsiI3aHHOM ayTOMMMYHHOM MNaHKpeaTu-
Te y NauueHToB, y KOTOpbIX Habnoganocb CroH-
TaHHOe yny4lleHne, oTMevYanucb OTHOCUTENBHO
Hu3kme 6asanbHble ypoBHU IgG4 B CLIBOPOTKE KpoO-
BW, OHW HEe UMeNn OBCTPYKTUBHOM XENTyXu Wnu
caxapHoro guabeta u AeMOHCTpUMpoBanu vaile
nokanbeHble, a He auddysHble N3MEHEHUSA B Noa-
XXenyaouHow xenese.

HekoTopble nauueHTbl C HEe3HAYUTENbHbIMU
HapyLeHUsIMU, Hanpumep, ¢ aCUMMTOMHOM, Cry-
YanHo BbIBNeHHon IgG4-cBazaHHon NMMmdaneHo-
natuen Unu MMetoLme KIMHUYEeCKN HenposiBNSa-
LMecsa ovyaroBble n3MeHeHnda B nerkux npu lgG4-
cBA3aHHoW BornesHu nerkux, MoryT HabnogaTbes
n 6e3 HasHavyeHns Tepanuu. B GonbluMHCTBE Xe
cny4yaeB nedveHne lgG4-ceazaHHoro 3abonesaHus
HeobXxoAMMO HaunMHaTb HeMeafeHHO nocrne ycra-
HOBIMEeHUA auarHosa, 4Tobbl nsbexartb pasBuTnA
HeobpaTumoro pmbposa B NOpaeHHbIX OpraHax.
OcobeHHO BaXXHO 3TO Npu pasBUTUM NCeBOOOMNy-
XONEBbIX UBMEHEHWIA UMK B Criyyae yKe UMetoLLen-
CA AMCEYHKLMM BOBEYEHHbIX B MPOLECC OpraHos,
Hanpumep, Npu NopaxkeHUu novek, ayTouMMyHHOM
naHKpeaTUTe CXKEeNTyXon U 0BCTPYKLMEN XKEMYHbIX
nyten, naxumeHuHrute [30].

OcHoBol neveHuss nayueHTtoB ¢ lgG4-cBs3aH-
HblM 3aboneBaHveM B HacTodllee BpeMs ABMseT-
CA MIpPUMEHEHMe MIoKOKOpTUKonaoB. Nx ncnonb3o-
BaHWe MHOYLMPOBaNo peMuccuio y Gonbliero Ko-
nuyecTBa NauueHToB U B Boree paHHUE CPOKMU.
[MonoXxntensHOMY KIMHUYEeCKoMyY adhdeKTy CTepoun-
OB 4acTo COMyTCTBYET CHUXeHune ypoBHSA IgG4 B
CbIBOPOTKE KPOBU, YMEHbLUEHUE MHDUNLTpaunn
numdountamu n lgG4+ nnasmaTuyeckumm Knet-
KaMu B BOBIeYEHHbIX B npoLlecc opraHax. OgHa-
KO MorfHas Hopmanusauusa 3Tux napameTpoB OT-
MeueHa NnuLb y HeboNbLUIOro KonMYecTsa naumneH-
TOB, NeYEHHbIX IMIOKOKopTUKongamm [31].

BonblUMHCTBO 3KCMepToB, B MeEpBYIO ovepedb
B ANoHWKU, peKOMeHAYT HavynHaTb nevyeHue
FMIIOKOKOPTUKOMAAMWU C HAa3HAYeHUs npegHn3ono-
Ha B gose 0,6 mr/kr maccel Tena. Npu KnuHuyec-
KOM YIydlLEeHUN, KOTOpOe HacTyrnaeT, Kak rnpaBu-
no, 4yepes 2—4 Hep, [O3Y NPeHU30MN0Ha CHUXa-
10T B TedeHne 3—6 mec Ao 5 Mr/cyT 1 npogonxa-
0T NpuemM npenaparta (2,5—5 Mr/cyT) Ha npoTaxe-
HUK 3 neT Aansa npodpunakTnkm oboctpeHun [31].
MpennoxeHa n ansTepHaTUBHAA cxema fnevYeHus:
npuem npeaHU3oroHa HaunHarT ¢ 4o3bl 40 mr/cyT
1 npogorpkatoT 4 Hed. 3aTteM Ao3y npenapaTa CHU-
XarT no 5 Mr/He Ha NPOTSXEeHUU 7 Heq a0 Mor-
HOW OTMeEHbI [32].

HecMmoTpsa Ha OTCyTCTBME YeTKUX Adokasa-
TEenbCTB NpeuMMyLLecTBa OLHON U3 3TUX CXeM fe-
YeHus, pesynbTaThl psaa uccneaoBaHuin ceuae-
TENbLCTBYIOT, YTO ANUTENbLHOE NeYeHne MI0KOKop-
TMKOMAamMu accouuupyetcs ¢ bornee HU3KOW va-
CTOTOM OBOCTPEHUI MO CPaBHEHUIO C PEXKMMOM
MOSTHOM X OTMeEHBI [33].

OnnTensHOCTb coxpaHeHns addpekTa u akTo-
pbl pycka 060CTpeHUA Ha CEroAHALLIHUIN OeHb He-
ACHbI. PeunamBel Habnoganueb Kak Ha poHe CHU-
XXEHUSA 003bl IMIOKOKOPTUKOMAOB, TaK U Npu nof-
HOW OTMEHe NeYeHusa npegHusonoHom [32]. Mpu-
3Hakn obocTpeHusa 3aboneBaHUs MOrU pas3BUTb-
CSl CO CTOPOHbI YXe MOPaXeHHOro opraHa unu B
paHee UHTakTHoW obnacTu. MNonyyeHbl JaHHbIE O
TOM, YTO PUCK BO3HUKHOBEHUA peuuauBa Bo3pac-
TaeT co BpemMeHeM. B ogHoM 13 nccrnegoBaHui
NnoKasaHo, 4YTo 4YactoTa o6oCTpeHuii y nayneHTos,
nony4aBLUMX CTepounapl, B TeYeHue nepsBbix 6 Mec
coctaBuna 32%, 1 roga — 56%, 3 net — 92% [31].
B psge cnyyaeB peuvavBy npewecTBoBano no-
BbllLeHue ypoBHel IgG4 nnm aTo nosbllLIEHUE pas-
BMBaNocb OQHOBPEMEHHO C Npu3Hakamu obocTpe-
Hus [24, 34].

XoTs onpegeneHue ypoBHs IgG4 B cbiBOpoOTKe
KpOBU MpeAcTaBnseTCss HEeCOBEPLUEHHbIM Npe-
AOvKkTopomMm obocTpeHua 3aboneBaHus, cyule-
CTBEHHOE ero NnoBblLUEeHNe HeNb3s OCTaBNATL 6e3
BHUMaHUA [24].

Mo coBpeMeHHbIM npeacTaBfeHnsaM, nauneH-
Tbl ¢ IgG4-cBsA3aHHbIM 3aboneBaHneM, Pe3UCTEHT-
Hble K Tepanuu rmioKOKOPTUKOMAAMU, HY>KOaTCA
B NpoBefeHUn AonofHuTensHoro anddepeHum-
anbHO-ANArHOCTUYECKOro noucka c npueneye-
HMeM Bcex OOCTYMHbIX MeTOAOB UccneoBaHUA
ansa Bepudpmkaumm guarHosa U UCKIYeHUs BTO-
PUYHON PE3UCTEHTHOCTU, CBA3AHHOW C Henpa-
BUITbHOWN AnarHOCTUKON. MeHee BepodaTeH adhdekT
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rMIOKOKOPTUKOWAHOM Tepanun 1y NaumeHToB C Bbl-
paxxeHHbIM chrbpo3oM, MpU BOBNEYEHUU B NpoLIecc
HEKOTOpPbIX OPraHoB, ANA MOPaXKEHUs KOTOPbIX NpU
IgG4-cBaizaHHOM 3aboneBaHMN XapakTepPHO pasBu-
The BblpaXeHHoro ubposa. 310 MOXeT Habno-
AaTtbCcsA Npy NaTtonornu LWMTOBUOHOM Xenesbl, 3a-
GPIOLLIMHHOIO NPOCTPaHCTBa, BCNEACTBUE Yero oT-
BET Ha fneyeHue rMIKoOKopTUKOUnAaMN CTAHOBUTCA
MeHee NnpeackasyeMbiM.

B cnyvae NCTUHHOW pedpaKkTepHOCTU K ITHOKO-
KOpTUKoMaaM Unuv npu passutumn oboctpeHus IgG4-
CBA3aHHoro 3abonesaHns MoryT 6bITb UCMOMb30-
BaHbl UMMYHoenpeccaHTbl. OgHako ceBefieHnsa 06
nx 3pPEKTUBHOCTU MaANOUYUCHEHHbI, a8 PEKOMEH-
Aalun OCHOBaHbl Ha aHanuae oTAeNbHbIX criyya-
eB unu HebonblUKx cepuii cnyvaes. CoobLuanoch
06 adpheKTMBHOM NPUMEHEHMN a3aTUoNpuHa, Mo-
deTuna MukodeHonaTta, yuknodochammaa [32].
EcTb Takke gaHHble 06 ycnelHoM ucnonb3oBa-
HUKW Y NauMeHToB ¢ peunansupytowmm lgG4-ces-
3aHHbIM 3aboreBaHMeM 1 NceBhooNyxosbo opbu-
Tbl 6opTe3omunba — uHrMbUTOpa NpPoTEOCOM, 06-
nagarwoLero LMTOTOKCUMYHOCTbI B OTHOLLUEHUU
nnasmaTtndeckux knetok [30].

[na naumMeHToB C peunauBMpyOLUM UK pe-
dpakTepHbIM TeveHuem lgG4-cea3aHHoro 3abone-
BaHMA 0BOCHOBaHHbLIM NpeacTaBNAeTCs UCMOoMb-
30BaHue B-kneTo4Hon Aeneuuu ¢ npYMMeEHeHuem
putykcumaba. Ha doHe neveHus Habnogancs
ObICTpbIA KNUHMYECKUIA 3P EKT C HEODBIYHBIM
BNUAHWEM Ha ypoBHU IgG B CbIBOPOTKE KPOBU: KOH-
LueHTpaums IgG4 cHmxanack pesko, Toraa Kak co-
AepxaHue gpyrx cybknaccoB UMMYHOrMobynMHoB
ocTaBanoch ctabuneHeiM [30, 35].

3aknroyeHue

B meauuuHe NOCTOSHHO MpoOMCXOAUT MpoLEecc
aBontounn 6onesHen. OgHU CTAHOBATCA peaknuMu,
YXOOST B MPOLLUMOE UMM UcYe3alT BOBCE, HA UX
MecTe NoABNATCA HOBble. [1pUYnHBI 9TOro siBNe-
HUs1 BecbMa pa3HoobpasHbl. CoOBpeMEHHbIE METO-
Abl ANArHOCTUKM U paclUMpeHne TepaneBTUYeCcKnx
BO3MOXHOCTEI NO3BOMSAT BbISBMSATL paHee He-
pacno3HaBaeMble cocTosiHUSA. HoBble guarHocTu-
Yeckue KpUTEpPUN pacLUMPSIOT rpaHuLbl GonesHel.
MpoucxoanT nepecMoTp B3rMSA0B Ha Kasarnoch Obl
yCTOSIBLUMECS MpeacTaBneHms o 6onesHu.

Bnarogaps nporpeccy B UMMYHOSOIMMW «MOSABU-
nuceb» aHTudocdonunuaHeln cuHgpom, CriAg,
psa apyrux 3aboneBaHuin. MayueHne MMMyHormno-
6ynuHoB, B ToM vncne IgG4, nossonuno B XXI Beke
06beanHUTL rPYNNy paHee CyLlecTBOBABLUMX Na-

TONOMMIA BHYTPEHHUX OPraHoB U CUCTEM B HOBYHO
Hozonornveckyr eanHuly — lgG4-ceasaHHoe 3a-
bonesaHne. CoBpeMeHHble NoaxoAbl K NeYeHunIo
3TON NaTonorMm No3BOSMIAKT cracaTb COTHU XKWU3-
Hel, NnpegynpexaaTb UHBaNMAHOCTb M BO3BpaLlaThb
K Tpyay Tbica4M NauMeHToB. He Bce acnekTbl 3To-
ro 3aboneBaHNA U3y4eHbl ceroqHsa LOCKOHamNbHO.
Bpems fjacT oTBET Ha BaXXHENLLNIA BONPOC: MOXET
nu 6bITb NaToreHeTU4Yeckn eanHon, obbeauHeH-
HOW OAHWMM W3 BUAOB UMMYHOrnobynuMHoB —
IgG4 — cTonb KNMHM4Yeckn pasHoobpasHasa u
MHorouyucneHHas natonorna? CerogHsa B Mupe
naeT HanpsbkeHHast paboTta MHOrMX rpynn uccrie-
posaTtenei. MoxHo He coMHeBaTbCs, YTO Bnvkan-
Wwee AecAtuneTne nNpuHeceT HOBble 3HAHWUSA, HO-
BOE MOHWMaHWe MexaHU3MOB BO3HUKHOBEHUSA pas-
HbIX KIMHUYecKnx nposieneHuin lgG4-cBazaHHOro
3aboneBaHusA, NOSIBATCH HOBble MeToAdbl ero ne-
YeHus.

IgG4-3aBrcumoe 3aboneBaHne cerogHs — aTo
HOBas U akTyarnbHag npobnema B peanbHOMN Kru-
HUYECKON NpakTuKe TepaneBToB, XMPYpProBs, peB-
MaToSlIOroB, CTOMaTOMOroB, OKYMUCTOB,
3HOOKPUHOIOroB, HedPOoroB, Bpaden Opyrux
creyunanbHOCTEN.
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lMocmynuna 11.03.15.
IMMUNOGLOBULIN G4 RELATED DISEASE
N. F. Soroka, I. P. Grigortchouk

Publications dedicated to the immunoglobulin G4 related disease
(lgG4 related disease) have been reviewed. The basic concept of.
the pathology is presented and the diagnostic criteria and the
disease terminology are described. The disease epidemiology is
considered. The IgG4 related disease clinical manifestations, the
symptoms of the pancreas, hepatobiliary tract, salivary glands,
eyepit, lymph nodes, retroperitoneal cellular. tissue, aorta,
mediastinum, soft tissue, skin, central nervous system, breast,
kidneys, prostate, lungs, upper. respiratory airways, thyroid
disorders are described in detail. The characteristic laboratory
tests changes are specified. The immunohistochemical assay
accompanied by the IgG4 + plasmatic cells quantitative
determination is stressed to be extremely important for diagnosing
the IgG4 related disease. The current approaches to the IgG4
related disease are described. Glucocorticoid administration is
shown fo be the base of.the IgG4 related disease management.
The aspects ofithe IgG4 related disease management are being
discussed.

Key words: [gG4 related disease, glucocorticoids.
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