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Pesome

Cpenu Bcex uMMyHoro0ynuH (Ig) G4-accounnpoBaHHbiX 3a00eBaHuil (IgG4-A3) sierouHble mopaxeHusl sIBJASIOTCS HaUMEHee U3YYEHHBbIMU
MpakTUYECKMMU BpauaMu. B 0030pe n3noxeH coBpeMeHHbIi B3misia Ha rpobiemy IgG4-A3, B T. 4. ¢ mopaxeHueM Jierkux. [1oapoOHO u3znoxe-
Ha COBpeMeHHasl kiaccuduKallysi BApUAHTOB JIETOYHOI MaTOJOTMH, a TAKXKe JTUarHOCTUYECKUE KPUTEPUH, BKIIOYAIOIME PEHTTEHOJIOTNYeCK1e,
CEPOJIOTHYECKIE ¥ MOP(HOIIOTHUECKIE TIApAMETPhI; PACCMOTPEHBI IOIXoIb! K ieueHuIo 1gG4-A3 nerkux. [puBomarcs 2 COOCTBEHHBIX KIIMHIUE-
ckux HaomoneHust [gG4-A3 ¢ nopaxxeHueM JeTKuX (OpraHu3yIoLascs THEBMOHUS ), CJE3HbIX XKeje3 (IaKpUoaleHUT), Movek (TyOyJIOMHTEPCTH-
LIMATBHBIN HepUT), OpraHa 3peHus (MPUIOIMKITUT) U CITIOHHBIX Xele3 (craioaneHuT). [1pogeMOHCTpUpOBaHbI XOPOIIIMe Pe3yTbTaThl MMMYHO-
CYIIPECCUBHOIA Teparnuu, IIPOBEAECHHON B 000MX CITyJasix.

KmoueBbie cioBa: uMmyHorsiooyinH G4, ummyHorto0yiauH G4-accollmmpoBaHHOE 3a00JieBaHME JIETKUX, OPTaHU3YIOIIAsICsl TTHEBMOHMSI, TLJIEB-
puUT, cTOprhOPMHEI GUOPO3, CTOPUMDOPMHEII CKIIEPO3, IICEBIOOITYXO0JIb JIETKOTO, TYOYIOMHTEPCTULINAIBHEIN HEDPUT, UPUIOLUKIUT, JAKPHO-
aIeHUT, CUAJI0aICHUT.
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Abstract

Lung involvement in IgG-related diseases is poorly investigated. The current approach to IgG-related diseases including IgG-related lung disease
was discussed in the article. The authors described recent classification and diagnostic criteria of IgG4-related lung disease, including radiological,
serological and morphological parameters, and therapeutic approaches. Two clinical cases of IgG4-related disease with involvement of the lungs
(organizing pneumonia), lacrimal glands (dacryoadenitis), kidneys (tubulointerstitial nephritis), eyes (iridocyclitis), and salivary glands (sialadeni-
tis) were described in the article. Immunosuppressive therapy was successful in both cases.
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NmmyHornmooynun (Ig) G4-accounupoBaHHbIE 3a00J1e-
BaHus (IgG4-A3) BKIIOUAOT B ceOST TPyMHITy MMMYHO-
OINMOCPEIOBAHHBIX TATOJIOTUYECKMX IIPOIECCOB CO
CXOITHBIM TTaTOTEHE30M, XapaKTepU3YIOIIUXCsI MHMUITBT-
pauueid TkaHeil 1gG4-MO3UTUBHBIMU TUIA3MATUYECKU-
MM KJIETKaMHU, Pa3BUTHEM XapaKTEePHOTO CTOPUMDOPMHO-
ro ¢ubpo3a u noseiieHUEM YpoBHs IgG4 B ChIBOPOTKE
KPOBH Y OOJIBIIIMHCTBA MallMeHTOB. OpraHaMu-MUIIEHS -
MM TIpY JaHHOW MATOJIOTMN MOTYT SIBJISITBCSI TIOIKEITY-
IoYHas kejeza (Hamboyiee M3BECTHO ITOPaXKEHHUE II0
TUITy ayTOMMMYyHHOTO TTaHkpeatuta — AUIT), numparn-
yeckue y3abl (JIY), clloHHBIE W CIIe3HbIE XeJle3bl, PeT-
poTiepuUTOHeaTbHasI KIeT4aTKa, XeTIeBbIBOISIIINE TTYTH,
IMOYKU, JIETKKE, TICYCHD, KCIYIOTHO-KUIIICIHBII TPaKT,
NpeacTaTesIbHas XKeje3a, OpraH 3peHus, apTepru, Koxa,
LIEHTpajbHasl HEepBHasI CUCTEMa, MOJIOYHBIC XKEJIE3bl;
MpUOIU3UTENBHO Y 50 % TalMeHTOB OTMEYaeTCsl OTHO-
BpeMEHHOE ITopaXkeHWe HECKOJBbKUX opraHoB [1, 2].
IgG4-A3 yale pa3BUBaeTCsl Y HEMOJIOABIX MAllEHTOB,
CPEeIHUI BO3pacT HAa MOMEHT YCTAaHOBJICHUS AMArHo3a —
58—67 net. 3a60J1eBaeMOCTb B HACTOSIIIICE BPEMST COCTAB-
nsger 0,28—1,08 nHa 100 000 HacemeHus, OMHAKO B Oymy-
IIEM OXKUIAETCS €€ YBEJIMUYCHUE, YTO CBSI3aHO pa3paboT-
KO¥ MEXTYHAapOIHBIX TUArHOCTUYECKUX KPUTEPUEB JIJIST
OTIEJBHBIX OPTaHHBIX IMOPAXKECHUI TIPH 3TOM 3aboJieBa-
HUU U PaCTyIIEH BRISIBIIEMOCTH [3].

[MepBoe KIIMHMYECKOE HAOTIONCHNE TTOPAKEHUS JICTKIX
npu IgG4-A3 mpencraBieHO OTHOCUTEIBHO HETaBHO
C.Duvec et al. (2004) onuvcaH ciyvaii pecriupaTOpHOTO
OpOHXMOJUTA C OpraHusylollelics MHeBMOHuUei [4].
B manbpHeiIieM BBISIBICHBI pa3INIHBIC BapHaHTBI
IgG4-A3 npIxaTeIbHOM CUCTEMBI, BKJIIOUas TTopakeHue
JIETOYHOTO WMHTEPCTULHUS, CPEIOCTCHMS, IbIXaTeIbHBIX
MyTeil W TJIEBPBI, HEPEIKO OTMEYaeTCsl KOMOMHUPOBaH-
Hoe TopaxeHue [5].

Kmuanyeckne cumntomel nipu 1gG4-A3 nmerkux
3aBUCST OT JIOKAJIM3AlUM TAaTOJOTMYECKOTO IIpollecca.
OHM vaiie HecrieM(UIHBI ¥ MOTYT BKJTIOYATh Kallleb,
OIIBIIIIKY M OOJIb B TPYIHOM KIJIETKE, TIPUYEM B PSIIC CITy-
YaeB 3TU XaJoOBI MOTYT OBITh CBSI3aHBI C Pa3BUTHEM
BBIMIOTHOTO TIJIEBPUTA, MHOTIA TOCTATOUHO MAaCCUBHOTO.
Y HeKOTOpBIX MALMEHTOB HabIt0naeTCs Cyo(heOpuInTeT,
peXe MOBBIIICHUE TEMIIEPaTyphl Tejla 10 (heOPUIbHBIX
3HaueHuil. B uccinenoBanum Y.Zen et al. y 53 % manuveH-
ToB ¢ IgG4-A3 nerkux wiav TUIEBpPHl pecrMpaTOpPHOI
CHMNTOMATHUKM He HaOJI0NaIoCh; B pse CaydaeB MaTo-
JIOTUS OBIXaTeIbHOW CHUCTEMBI BBISIBIISIIACH TP JTOTIOJ-
HUTEILHOM OOCJICIOBAHNH Y JINII C YK€ YCTAHOBJICHHBIM
BHesierouHbM IgG4-A3 [6].

1gG4-A3 nerkux BKIO4aeT 2 OCHOBHBIX MOP(OJIOTHU -
YECKMX BapuWaHTa — BOCIAJIUTENIbHYIO TICEBIOOITYXOJb
1 MHTEPCTULIMATBHYIO ITHEeBMOHMIO. Ha KoMITbIoTepHOit
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tomorpamme (KT) opranos rpynnoii kiretku (OI'K) Boc-

MaJuTeNbHAasl TCEBIOOIYXOJIb WMEET BUIl Y3JIOBOTO

00pa3oBaHUs MO0 30HBl UHMPUIBTPALUU C PaTUATbHO

PaCXOISAIIMMUCS PETUKYJISIPHBIMU YIIJIOTHEHUsIMU. MH-

TEepCTUIIMATbHAS TTHEBMOHUS TIPOSIBIISIETCST B OOJBIITNH-

CTBE CJyyaeB B BUJE 30H KOHCOJIUAALUM U YIUIOTHEHUM

IO TUIly «MaTOBOTO CTEKJa», PEXe — PETUKYJISIPHBIX

U3MEHEHUIl W WHTEepPCTUIINATLHOTO (hubpo3a, Mpenumy-

IIECTBEHHO B HMXKHMX OTHENaX 000X jerkux. [1o maH-

HBIM THCTOJIOTUYECKOIO HCCAEHOBAaHUS BOCHATUTEIb-

Hasl TICEBIOOITYXOJb MPEACTaBIsIET COOOi TpaHyJleMy

¢ MHGUIBTPATOM U3 JTUMQOIMTOB M TUIa3MaTUIECKUX

KJIETOK, HEPETYJISIPHO PaCITOJI0XEHHBIMU 30HAMM (DUO-

po3a, dopMupoBaHUEM JIUM@POUAHBIX (HOJIUKYJIOB,

MpU3HAKAaMKU WHTEPCTULIMAIbHONH THEBMOHUU IO TMe-

pudepun yszna, odbautepupylomuM @iedutoMm u apTe-

PUMTOM, a TakKKe 203MHOMMIBHON WHOUIBTpAIINCIA.

HMHTtepcTuiMaabHast THEBMOHUS XapaKTepU3YyeTCsT yTOI-

IIEeHUEM aJiIbBEOJISIPHBIX TMEPeropoaoK BCIEACTBUE

WHOWIBTPAIUY TJIa3MaTUYECKUMU KJIeTKaMU 1 JIMMdO-

LIMTaMHU, a Takke TUPGY3HBIMI (PUOPO3HBIMU M3MEHE-

HUSMU.

D.Inoue et al. onucanbl 4 ocHOBHBIX TUMNa KT-kapTu-
Hbl ipu [gG4-A3 nerkux:

* COJUOHBIC Y3JIOBBIC YIDIOTHEHUS B COYCTAHUM C 30-
HaM{ KOHCOJIUIALINK;

* 30HBI YIUIOTHEHUs MO THUIMY <«MaTOBOTO CTEKJIa»
OKPYTJI0i (pOpMBI;

* WMHTCPCTULIMAIBHBINA allbBCOJIIPHBIA THUIT C TpaHC-
dopManmeil o TUITY «COTOBOTO JIETKOr0», (hOpMU-
poBaHUEM OPOHXO03KTa30B B coueTaHUU C Auhdy3-
HBIMU YIUTOTHEHUSIMHA TI0 TUITY «MaTOBOTO CTCKIIa»;

* OPOHXOBACKYJISIPHBINA TUII C YIUIOTHEHHEM COCYIM-
CTO-OpPOHXMAIBHBIX ITYYKOB U MEXIOJBbKOBBIX TIepe-
TOpPOMIOK.

Y GOJBIIMHCTBA MAIMEHTOB OTMEYAIOCh HECKOJIBKO
BapMaHTOB IMTOPaXXEHUSI OJHOBPEMEHHO [7].

Y Fujinaga et al. onucansl 4 tuna KT-u3meHeHui
B Jierkux y namnueHToB ¢ IgG4-A3 nmopaxeHneM mnoaxe-
JIYAOYHOI XXEJIE3HbI:

* y3¢JIKOBBIC M3MCHEHMUS;

* YTOJIIEHHUE CTEHOK OPOHXOB;

*  YTOJIIEHUE MEXIO0JbKOBBIX MEPETOPOIOK;

* 30HBI KOHCcoMuaanuu [§].

IIpu Bcex yka3aHHBIX BaprMaHTaX MOPaXKEHUS] MOTYT
Takke MOTYT BBISIBJISITBCSI TPU3HAKU BHYTPUTPYIHOM
nuMdbanaeHonaTu, Kak MpaBuIo, CHMMETPUIHOM.

Taxxe y nauueHtoB ¢ IgG4-A3 jierkux omucaHbl
CKJICPO3UPYIOIINI MEIUACTUHUT, N30JIMPOBAHHAS JIM-
daneHomaTusl CcpemoCTEHUsS M KOpHeEil JIeTKMX. YBe-
JuyeHue JIY KopHeit Terkux siBasieTcsl 4acToi HaXOAKOM
u npu IgG4-A3 npyrux opraHoB. B wuccnegoBanHuu
Y Fujinaga et al. npn nipoBeaennn KT OI'K ¢ koHTpacTt-
HbIM ycuiieHreM y nanueHToB ¢ AUII (n = 69) npusHa-
KU JuMbaneHonaTuu KOpPHEU JIeTKUX BBISIBICHBI y 54
(78 %). Tlpu mpoBeneHUM CUMHTUTpadUU ¢ rajivemM
HakoruieHue pamuodapmmpemnapara (POIT) B JIY kop-
Heit nerkux otMevanoch y 60 (75 %) u3 80 OOJIbHBIX.
HMNHTepecHO, YTO MO OaHHBIM OOOMX MCCIeIOBaHUIA
ONIHOCTOPOHHE# NTuMbaneHONMaTu HEe OTMEUEHO HU
B onHOM ciydae [9]. Ciyyait CKJIEpO3UpPYIOIIETro Meaua-

ctuHUTa ¢ nHOWwIbTpanueil 1gG4-mo3UTUBHBIMU TIIA3-
MaTUYECKUMM KJIETKaMU U TIOBbIlIeHUEeM ypoBHs 1gG4
B CBIBOPOTKE KPOBU BrepBbie npeactasieH D.noue et al.
(2007) [10].

B oTmenpHBIX KIMHUYECKUX HAOMIOACHUSX Cpeiau
nposiBneHnii IgG4-A3 nerkux Takxke onmucaHbl ITopaxe-
HUS AbIXaTeJIbHBIX MyTelil C pa3BUTHEM OPOHXOOOCTPYK-
TUBHBIX HapyleHuii. Taxk, 7.1to et al. npeacTaBiIeHbI CI1y-
yau AWUII (n = 3) ¢ mpeaiecTByIONIMMI KIIMHTYECKUMU
MPOSIBJICHUSIMU OpoHXuasibHOI acT™bl [11]. H.Sekiguchi
et al. onucaH ciaydait [gG4-A3 nerkux 1 KIMHUYECKUMU
CUMIITOMaMU OpOHXWAJTBbHOM aCTMBI, ITOTPaHUIHBIMU
OOCTPYKTMBHBIMU BCHTWISIIIMOHHBIMU HAPYIICHUSIMU,
a TakxXe IMOJIOXUTEIbHBIMU pe3ybTaTaMu OPOHXOIPO-
BOKAIIMOHHOI MPOOBI Y 44-1€THEr0 MYXXUMHBI; 110 TaH-
HbIM uMMyHoructoxummuuyeckoro (MI'X) ucciaemona-
HHUS OMoNTaTa CTCHKU OpOHXa BBISBICHO YBEIMYCHHOE
KoanuecTBO Ig(G4-MO3UTUBHBIX TIa3MaTUYECKUX KIle-
ToK [12]. [Topaxxenue riespsl pu 1gG4-A3 MoxeT rpo-
SIBJISITBCSI B BUJIE M30JIMPOBAHHOTO TIEBPAJILHOTO BHITIO-
Ta, OJHAKO 4YaIlle OHO COYETaeTCd C IOpaxkeHUEeM
JIeroyHoit mapeHxuMbl. B wactHoctu, K. Yamashita et al.
npenctasieH ciaydaii IgG4-A3 ¢ pa3BuTHEM MPaBOCTO-
POHHETO TUIEBPATTLHOTO BHITIOTA U MHTEPCTULIMAIBHBIMU
W3MEHEHUSIMHU B Jerkux [13].

HecmoTpsa Ha Hanuuume OOIMMX MEXIYHApPOIHBIX
JMIMarHOCTMYECKUX KPUTEPUEB ISl BCEX OpTraHHbBIX ITopa-
XeHuli B pamkax uccienoBanuii 1gG4-A3, ux 4yBCTBU-
TEJILHOCTh 3HAuMTENbHO pasznuuaeTrcs [14]. B cBs3u
¢ oatuM B 2017 1. mpemsiokeHbl OpraHoCIelUn@UIHbIE
kputepun auarHoctuku mis IgG4-A3 nerkux (cM. Tad-
auuy) [15]. TMopaxenue nerkux npu IgG4-A3 Bo3HU-
KaeT JOCTAaTOYHO PEIIKO, ITO3TOMY €r0 TMarHOCTUIECKIE
KPUTEPUM BKIIOYAIOT HaJW4YMe JOKa3aHHOIO Iopaxke-
HUS ApyTux opraHoB. OnpeneneHHbl auarios [gG4-A3
JIETKUX TpeOyeT Halnuusl obautepupyoniero giedura
1 / WU XapaKTepHOTo cToprdopMHOro hpubpo3sa, a Tak-
ke npesbimatorero 40 % xonuuectsa 1gG4-no3uTHB-
HBIX JIa3MaTUYEeCKUX KJIETOK B MHMUIbTpaATe.

CTOUT OTMETUTH, YTO 3HAYUTEIIBHOE MECTO B JMar-
Hoctuke IgG4-A3 B HacTosIIee BpeMs 3aHUMAET 031~
TpOHHO-3MUccuoHHas ToMorpadus (I19T), mo3Bosito-
masi Haubosee OOBEKTUBHO OLEHUTb BECh CIIEKTP
opraHHbBIX MopaxeHuil. KpoMe Toro, yxe moka3aHHOMN
SIBIISICTCSI TMArHOCTUYecKass LIEHHOCTh OIIpede/ICHUS
KOJMYeCTBa LIMPKYJIUPYIOLIUX B KPOBU IIa3MOIIMTOB
C TTIOMOIIBIO TTIPOTOYHOU IIUTODIIOYMETPUM, OTHAKO NaH-
HBIA METOJ MAJIOJOCTYNEH B pEaJbHOW KIIMHWYECKOU
MMpakTUKe He TOJBKO B Poccuu, HO m 3a ee mpemena-
mu [16].

PannomusrpoBaHHbIE KIMHUYECKUE UCCAEIOBAHUS
Pa3TUYHBIX BUJOB UMMYHOCYIIPECCUBHOI Tepanuu mpu
IgG4-A3 He mpoBommnuchk. CornacHO ACHCTBYIOIINM
KIMHAYECKUM PEKOMEHIAIMSIM, BCE MAI[UEHThI C CUMII-
toMatndeckuM IgG4-A3 HyXal0TCs B JICUEHUU TaK Xe,
KaK W YacTh OOJBHBIX C OECCMMIITOMHBIM TeUCHHEM
3aboneBanus [17, 18]. I'mokokoptuxkoctepoumsl (I'KC)
SIBJISIIOTCSL Tepanueil MepBOM JUHUM IS MHAYKLIWU
PEMHUCCHU Y BCEX HEJIEUeHHBIX MAaIlMEHTOB ¢ aKTUBHBIM
IgG4-A3 npu OTCYTCTBUM MNPOTUBOMOKA3aHUM K HaH-
HOI1 Teparmu. B KadecTBe Tepanuu BTOPOU JTUHUU pac-
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Tabauua

Jluaenocmuueckue kpumepuu Ig G4-accoyuuposannozo 3aboresanus aeexux [15]

A. lnarHoctuyeckue napameTpbl

Table
Diagnostic criteria of IgG4-related lung disease [15]

|.  PeHTreHonoruyeckve AaHHbIe — N0Goe U3 nepeyncneHHoro: yeenuyerue MY cpesocTerus 1 / unn KOpHei Nerkux, yToniieHne CTeHoK 6PoHXoB /
GPOHXOCOCYANCTLIX MY4KOB, MEXAONBLKOBBIX NEPEropoaok, y3enkoBble 06pa3oBanHms, MHUNLTPATUBHbIE M3MEHEHNUS, YTONLIEHNE NNeBpbI

Unu Hanu4ue nneBpanbHOro BbinoTa

Il. Ceponornyeckue napameTpbl: NoBbIleHUe KoHLEHTpauun lgG4 B cbiBopotke kpoBw > 135 mr / an (Habntopaetcs y 65-75 % 6onbHbIX)

lll.  TucTonoruyeckue AaHHbIe (2 2 U3 NePeYUCTIEHHbIX NYHKTOB)
a - 2 3 NyHKTOB, b - 2 nyHkKTa:

¢ 1. BoipaxeHHas numdonnasMoLmuTapHas MHUNETPALMA MHTEPCTULIMA U NEePUGPOHXOBACKYNAPHBIX 30H, MEXAONLKOBLIX NEPEropoAoK 1 / UAn NNeBpbI
¢ 2. OtHoweHue IgG4 / IgG-no3nTuBHbIX knetok > 40 % u [ unn > 10 IgG4-no3MTMBHLIX KNETOK B OAHOM None 3peHNsi Npyu GONbLIOM yBennyeHUN

¢ 3. 06nuTepupyowmit nedbut unu aptepunt

* 4. XapaktepHblii cTopuchopMHbIN (hnbpo3 unu yyactku hubposa, coctoswme U3 nponudepupyrLLMX BepeTeH00OPasHbIX KNETOK, PACMONOKEHHbIX

BOKPYT 30H NTUMG)OLMTAPHOM MHAUNETPaLMM

IV. TMopaxeHue Apyrux opraHoB, COOTBETCTBYHOLLEE AUArHOCTUYECKNUM KpuTepusam IgG4-A3, Takoe Kak CKNepo3upytoLni AaKpMoaaeHNT | cManoapeHuT,
AWM, IgG4-accounnpoBaHHbIA cknepoaupytoLui xonarruT, IgG4-A3 noyek unu peTponepuToHeanbHbI (pubpos u T. .

V. [lononHuTenbHbIe NapameTpbl: rMMoKoMnneMeHTeMus (ocobeHHo xapakTepHa Ans IgG4-A3 noyek)

B. inarxos:
* onpeaeneHHbld: nyHKTbI |+ 11+ llla unu |+ 11+ 1llb + IV
* TMCTONOrMYecKu onpepenerHbii: | + Bce 4 nyHkTa pasgena |l
* BeposTHbIA: NYHKTHI | + I1+ IV unu | + 11 + 1llb + V
*  BO3MOXHbIIA: NyHKTHI | + Il + lllb

C. [indchepeHumanbHbI aMarHo3 ¢ 3aboneBaHNAMM, UMEHOLMMI CXOAHbIE NPOSIBNEHNA:

*  GonesHb KactnemaHa (nnasmouuTapHbIi Tvn)

0 nopaxeHune nerkux B pamkax CUCTEMHbIX 3a00MeBaHNI COBAMHMTENBHON TKaHU

*  rpaHynemarto3 ¢ nonuaHruutom (Berexepa)

*  303VHO(UNBHBIN rpaHynemaros ¢ nonuaxrumtom (Yepmxa—-Crpocc)
*  capkoupo3

*  MH(EKUNOHHbIE 3aboneBaHus

*  BocmanutenbHas MuocubpobnacTuyeckas onyxonb

*  GonesHb Po3an-[lopchmaH

*  numdoma

*  paK nerxoro

Mpumeyanue: MY - numatieckme yanbl; IgG4-A3 — nmmyHornobynux G4-accouumporarHoe 3abonesanue; AU — ayToUMMyHHbII NaHkpeaTuT.

CMAaTPHUBAIOTCS LIMTOCTATHYECKHE U aHTU- B-KiTeTouHbIe
MMMYHOCYIIpECCUBHBIC TIperiapathl. [IporHo3 3aboieBa-
HUS OTHOCUTEJIBbHO OJIATONPUSTHBINM U CUJIBHO 3aBUCUT
OT CBOEBPEMEHHOCTH ITOCTAaHOBKM JWarHosa. B cBs3m
C BEISIBJICHHBIM B Psiic HAOIIOACHUI MOBBIIIICHHBIM PHC-
KOM OHKOJIOTMYECKUX 3a00JieBaHUI Y OOJIBIIMHCTBA
OONBHBIX 3TOM TPYMIBI 00OCHOBaHA OHKOJOTHYECKas
HacTOpOXXeHHOCTh [19, 20].

ITpuBoasTCS COOCTBEHHBIE KJIMHUYECKME HaOI0Ie-
HUS, WUIIOCTPUPYIOIIME TPYAHOCTU B BBISIBIEHUU
JIETOYHOTO TTopaxkeHus B pamkax IgG4-A3.

Knuruyeckoe HabmodeHue No 1

IMaumentka A. 63 ser. Hauano 3aGoneBaHusi CBSI3bIBAaET C TOSIBIIE-
HMEM cJ1IadoCTU M MEPUOAUYECKOro cyxoro kauuig B asrycre 2015 r.
ITpu nposenennu KT OT'K BBISBIEHO COJIUTapHOE OKpPYyIJioe oOpa-
30BaHME C JYYUCTBIMU KOHTYpaMM M TsKaMM K KOCTaJIbHOM IUIEBpe
B BepXHeii oJie mpaBoro jerkoro. O6cienoBaHa GTU3MATPOM, TAHHBIX
3a TyOepKyJie3 He mnojydeHo. Kakoe-116o jieueHre He Ha3HaAyaaocCh,
PEKOMEHIOBAHO TUHAMHUUYECKOe HAOIONeHUE. YXYIIIEHUE COCTOSI-
Hust — B 2016 T.; OTMeYaeTcsl HapacTaHue OfIBIIIKHU, CIabOCTH, yCUIie-
HMS Kalisi, rnosisuiieHue jauxopanku 1o 38 °C. Tlpu fuHaMUyYecKoM
KT-uccnenoBannu oTMEYeHO MPOTPECCUPOBAHNE U3MEHEHUI B JIeT-
KHUX C MOSIBICHUEM MHOXECTBEHHbIX 30H KOHCOJMIALMUU YYaCTKOB

«MAaTOBOTO CTEKJIa», XMIKOCTU B TPAaBOil IUIEBPATLHOU TOJOCTH.
B o61iem aHanu3e KpoBU — MOBBIILIEHUE CKOPOCTH OCEaHUsT SPUTPO-
mutoB (COD) mo 26 MM / 4. [TpoBoanmasi aHTHOAKTepUaTbHasT Tepa-
nusi — 6e3 cywectBeHHoro addexkra. HanpasineHa Ha Buaeoaccuc-
TUPOBAHHYIO TOPAKOCKOMMYECKYIO KpaeBYIO DPE3eKLHUI0 IMPaBoro
sierkoro. [1pu Mmopdonornueckom uccaenoBaHUs OUoNTaTa — KapTUHA
MHEBMOHMHU € MPU3HAKAMU OPraHM3alMU U 203uHObMINe. JJuarnos
TPAaKTOBaH KaK KPUNTOTeHHAs] OpraHU3yIoIIasicsl THEBMOHMSI, HA4aTo
snevenne ['KC (mpenHu300H B HAvyaldbHON CYyTOYHOW 1mo3e 25 MT
C MaJIbHEHIIMM TOCTENEHHBIM CHUKEHHEM 10 5 MT B CYTKH) C OBICT-
PBIM TIOJIOXKUTENBHBIM 2(D(GEeKTOM B BUIE perpecca pecrmpaTopHOit
cumnromaTuku, KT-usmenenuii. Yepes 4 mec. nocie npekpamieHus
tepanuu ['KC BHOBb nosiBu1ach o011ast ¢1abocTb, ObILIKA, JTUXOPa-
ka o 37,8 °C. BHOBb MCKIIIOYEH TyOepKyJie3, MOMbITKU MPOBEACHHUS
AHTUOAKTEPUATbHONW Tepanuy He MPUBOAWIN K TOJOXUTEILHOMY
addexty. B pesynbrate Bo3oOHOBieHUs1 Tepanuu [KC ormevyeHo
OBICTPOE YMEHbILIEHUE KIMHUYECKUX U PEHTIEHOJIOTMYECKUX U3MEHe-
Huii. BriepBble obpatuiack B KIMHUKY peBMAaTOIOTUM, BHYTPEHHUX
n npodeccuoHalbHbIX Oose3Heit umeHu E.M.Tapeea YHuBepcu-
TeTcKoi KimHnuecKoit 6ompHuIbl Ne 3 (KPBTIB umenun E.M.Tapeesa
YKB Ne 3) ocenbto 2017 r. [Tpu peHTTeHOJIOTMYECKOM UCCIIeIOBAHUM
BbISIBJIEHBI HE3HAUMTE/IbHbIE (DUOPO3HBIE M3MEHEHMS. 3aroa03peHo
1gG4-A3, onHako chiBopoTouHasi KoHIeHTpauus 1gG4 onpenensiiach
B mpeaesax HOpMaJbHbIX 3HaueHuil. MI'X-uccnenoBanue Ouorrata
JIETKOTO HE BBITIOJIHEHO 10 TeXHUYeCKUM npudrHam. C yu4eToMm JUin-
TEJBHOTO W YCHEIIHOro Kypca tepanuu cucteMHbiMu ['KC pekoMeH-
IIOBAaHO IMPOIOJIKEHME MOCTeNneHHOoro cHkeHust 1o3el 'KC no mos-
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HOU oTMeHBI. [1pu mocTikeHnu 1036l 1,25 MT' B CyTKU BHOBB TIOSIBU-
JIach OIIBILLIKA U MAJIOTIPOAYKTUBHBIN Kallelb, B CBSI3U C YeM FOCIUTa-
nmsupoBana B KPBITB umenu E.M.Tapeesa YKbB Ne 3. BHoBb oT™Meue-
Ho mosbiienne COD mo 29 mm / u. [lpu KT OIK ormeuena
3HAYMTeIbHAsl OTPULIATEIbHASI IMHAMKA C MOSIBJIEHUEM 30H KOHCOJIM-
AU U YYacTKOB «MaToBoro ctekiar. [lpu WI'X-uccremoBanuu
MpeIoCTaBIeHHOro OGMoMNTaTa Jerkux BbIsIBI€HA XapakTepHasi Mopdo-
JIOTUYECKast KapTUHA ¢ HAIMIKMEM TUTTUIHBIX 30H (hnbpo3a, 00IuTepu-
pytolero dhaedura, rmia3MoLMTapHO MHGUIBTPALIMU C COAEPXKAHUEM
1gG4-1103UTHUBHBIX TUIa3MaTHYeCKKX KieTok > 40 % (puc. 1-3). Tlpn
TIPULIEILHOM paccripoce GONbHOI 00pallleHO BHUMaHUe Ha HaTuuue
KcepodTasibMuM, BbipaxkeHo ycwiuBlieiicss mnocie orMeHbl ['KC.
ITposenena npoda lupmepa, Mpu BBIMOJTHEHUM KOTOPOI MOKa3aHO
3HAYUTEJbHOE CHMIXEHHE CKOPOCTH cje3ootaeieHus. Takum obpa-
30M, noaTBepkaeHo Hammune 1gG4-A3 ¢ mopaxeHueM JIeTKUX U cJie3-
HBIX XeJie3, Bo3ooHoBieHa Tepanust [KC B couyeTaHUM ¢ 1IUTOCTaTH-
yeckuM mipernaparoM (azatuoripuH 100 Mr B CyTKM) C BHOBb
OTUYETIIMBBIM MOJIOKUTETBHBIM 3(D(PEKTOM B BUIIE YMEHBIIIEHUST PECTTH-
paTOpHOI CUMNTOMAaTUKU U KcepodTanbMuu. HabmoneHue nauueHT-
KU TIPOJIOJIKACTCSI.

KnuHuyveckoe HabnrodeHue Ne 2

IMaunent K. 65 ner. Hauano 3a6oneBanust — B 2011 1., Korga quarHo-
CTUPOBaH MPHIOLMKIUT TSDKEJIOTO TEUEHUSsI, TIPU KOTOPOM TpeboBa-

Puc. 1. 30HbI croprdopMHOro ckiepo3a B TKaHM Jierkoro. Okpacka
TeMaTOKCUJIMHOM Y 903MHOM

Figure 1. Areas of “storiform” sclerosis in lung tissue. Hematoxylin and
eosin staining

Puc. 2. JlumbonnazmountapHas MHGUILTPALUS TKAHU JIETKOTO

¢ (hopmupoBaHreM JTUMMPOUTHBIX Y3eaKOB. OKpacKa reMaTOKCUII -
HOM U 203UHOM

Figure 2. Infiltration of the lung tissue with lymphocites and plas-
mocites and formation of lymphoid nodules. Hematoxylin and eosin
staining

A TR,
sl 5

Puc. 3. [T03UTHBHO OKpallleHHbIE TIa3MaTHYECKUe KIETKU: A — MH-
unbrpata (MMMYHOTMCTOXMMMYECKAS peaklus ¢ aHTuTesioM K IgG);
B — KOJMYECTBO MO3UTUBHO OKPAIIEHHBIX TIA3MaTHYECKUX KIETOK
> 40 % o611ero KOJIMYECTBa IJIa3MaTHYECKUX KJIETOK BOCTIAIUTEIbHO-
ro nHobwuibTpata. UMMyHOTHCTOXUMUYECKAsT PEaKIMsl C aHTUTEIOM
k IgG4

Figure 3. Positive staining of plasmocites: A, an infiltrate (immunohis-
tochemical staining with anti-IgG-antibody); B, number of plasmocites
is > 40% of the total number of plasmocites in the inflammatory infil-
trate. Immunohistochemical staining with anti-IgG-antibody

JIOCh TIOCTOSIHHOE MecTHoe MpuMeHeHue Oosbiuux no3 ['KC.
OGcnenoBasicss B BeAyIINX OMTATBMOIOTUYECKUX YUPEKICHUSIX
MockBbl, TOUHasE MpUYMHA 3a0osieBaHUsl He ycTraHoBieHa. Mpuno-
LIUKJIAT UMe]T BOJTHOOOpa3HOe TeUeHHe ¢ 00O0CTPEHUSIMU HECKOJIBKO
pas B roa. B 2016 r. 60obHOIT OTMETHIT TIOSIBICHUE 0O0BEMHOTO 6360~
JIe3HEHHOro oOpa3oBaHMsSI B TOMYENTIOCTHON obmactu, B 2017 1. —
ONIBIIIKKM U MajonpoayktuBHoro kanuid. [Tpu nposenenun KT OT'K
BBISIBJICHBI 30HbI KOHCOJIMAALIMKA M «MATOBOTO CTEKJIa» B COYETAHUU
C yMepeHHOI BHYTpUTPYIHOIT uMdbaneHonatueil. B obiieM ananmmse
KpoBu — noBbilieHHe COD 1o 44 MM / 4, HabIIOIABIIEECS U paHee.
B ¢BsI3u ¢ momo3peHreM Ha TTHEBMOHUIO MPOBOAMIIACH aHTUOAKTEPH-
anbHasl Tepanus — 0e3 addekra. [Ipu moobGciaenoBaHUN BIepBbIe
BBISIBJIEHBI IPU3HAKU MOPAKEHMSI TOYEK — CHUXKEHUE CKOPOCTH KIIy-
6oukoBoit dunbrpanuu (CK®) no 35 M / MUH B COUYETaHWM C TIPO-
TEMHYpHUEi 10 | T B CYyTKU, YMEPEHHOM reMaTypueii, CHUKEHHOM OTHO-
CUTEJIbHOU TUIOTHOCTBIO MOYM U TIpeoOJialaHueM HOYHOTO Tuypesa.
O6paruics B KPBITB umenu E.M.TapeeBa YKB Ne 3.

Hanunuue xapakTepHOro CMHAPOMOKOMILIEKCA — ITOPAXKEHUsI JIer-
KUX TIO THUIy OPTaHU3YIOIIECcsl MHEBMOHUM, TIOYEeK MO THUIY TyOy-
JIOMHTEPCTULIMAIILHOTO HedpuTa, opraHa 3peHMs] B BUAE UPUIOLIMK-
JINTA, a TaKXe TMPU3HAKKM BOBJICUYCHUS IOMUETIOCTHON CIIOHHOM
KeJie3bl T03BOJIMJIO0 3anoa03puTh IgG4-A3. YpoBeHb CHIBOPOTOUHOTO
Ig cocraBwt 3,85 1 / ;1 (Hopma < 1,35 T/ 1). YcTaHOBJIEHBI TaKKe Kpaii-
HE HM3KUE ChIBOPOTOYHBIe KOHILIeHTpauuu C3- u C4-KOMITIOHEHTOB
komruieMmeHTa. [1pu nposeneHuu [1OT obHapyxkeHa rarojornyeckas
MeTaboanuecKass akKTUBHOCTh B MHOXECTBEHHBIX 30HAX KOHCOJHIA-
LMY JIETOYHOI TKaHM, BHYTPUTPYAHBIX M HaAKIOUMYHBIX JIY, ciioH-
HBIX XeJie3aX. YpoBeHb narojoruieckoro HakorieHus POIT B moukax
OLEHUTb HE YIAJIOCh M3-3a MCXOMHO BBICOKOW (hU3MOJIOTMUYECKOM
AKTUBHOCTU IMOYEYHOI TKaHM. JIJIs1 UCKIIIOUEHUS] TeMaTOJOIrMYeCcKoii
MaTOJOTUU BBITIOTHEH MMMYHO2JIeKTpodope3 OeNKOB CHIBOPOTKU
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KPOBU U MOYH, TIPM KOTOPOM MATOJOTUYECKON CEKPELK He OOHapy-
JKEHO, OIHAKO O00palleHO BHUMaHUE Ha HaJIUYUU JOMOJHUTEIBHOTO
rpaaveHTa B 3oHe 1gG4.

ITo pesynbTatam 00CIIEIOBaHUS AUATHOCTUPOBAHO
IgG4-A3 ¢ mopaxkeHneM JIETKUX, TIOUEK, OpraHa 3peHus,
cimoHHoI Xkene3bl. Hauata repanust 'KC (mpexHu3oioH
40 Mr B CyTKM) C OBICTPBIM OTYETIUBBIM MOJOXUTETb-
HBIM 3(h(HeKTOM B BUIIE perpecca pecrmmpaTropHOil CUMII-
TOMATHUKH, YIyYIIeHUs (PYHKIIMK TT0YeK (yBEJIMUCHUE
CK® 1o 66 M / MuH), Hopmanusanuu COD u mpekpa-
IEHUS] TPOTEUHYPUHU, ITPAKTUIECKU TTOJIHOTO MCYE3HO-
BEHUS OOBEMHOIO OOpa30BaHUS B IMOAYETIOCTHON 00-
JIACTH; KJIMHWYECKUE IIPOSBICHUS MPUIOLMKINTA HE
peuuauBupyioT. [lanlMeHT NpoaoKaeT mpueM Moaaep-
>KUBAIOILEH 103kl MpeAHU307d0Ha 10 MI B CYyTKU.

3aknroveHue

B Hactosiiee Bpems IgG4-A3 MoXHO paccMaTpuBaTh
KaK OIHY W3 HanboJjiee MHTEPECHBIX W TMEePCITEeKTUBHBIX
obnacTeil BHYTpeHHEN MEOWIIMHBI, KOTOpasl MpeICcTaB-
JIieT co0oii IMpoKoe Tojie Mg auddepeHInaabHON
MUATHOCTUKU. YUUTHIBast JOCTATOYHO BBICOKYIO YaCTOTY
BCTPEUAEMOCTH TTOJTMOPTAHHBIX MMOPaXXEeHUWH, ST CBOE-
BPEMEHHOU JAMArHOCTUKU NAaHHOW TATOJIOTUU TpedyeT-
Csl TIOBBbILIEHUE WH(MOPMUPOBAHHOCTU Bpaueil pa3HbIX
crneuuaibHocTeil. [IpenioxeHHble B HaCTOsIEe BpeMsi
KpUTEpUU TMopaxeHus Jerkux B pamkax IgG4-A3,
BKJTIOYAIOIIME PEHTTEHOJOTUYECKUE, CEPOJIOTUUYECKUE
u MopdoJaorudyecKrue TapameTphl, 00JagaloT BBICOKOM
YYBCTBUTEIBHOCTBIO U CIIELIMMDUYHOCTHIO. YCOBEpIIEH-
CTBOBaHUE KPUTEPUEB TUATHOCTUKM OYIET CIyXUTh
OCHOBOI1 115l TPOBENEHUST PAHTOMU3UPOBAHHBIX KIMHU-
YeCKM MCCJIeNOBaHUM ¢ 1Ie/Iblo0 pa3paboTKu Haubosee
pPallMOHAJIBHBIX MTOAXOI0B K Teparuu JaHHOTO 3a00JieBa-
HUSI.
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