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PEDEPAT

B HacTosee BpeMms IgG4-accounmnpoBaHHas 6onesHb (IgG4-AB) paccMatpurBaeTcs Kak XpOHNYECKOE MYNBTUCUCTEMHOE NM-
MYHOOMOCPEA0BaHHOE COCTOSIHME HEYTOYHEHHOW STUONIOMMKN, ECTECTBEHHOE TEYEHNE KOTOPOIrO MOXET MMUTUPOBATbL OHKOJIO-
rmyeckmne, MHOEKLIMOHHbIE, PEBMATONIOrMYECKnNe n apyrne 3abonesaHus. Mpu IgG4-AB B NaTonorMyeckumii NpoLLEeCC CUHXPOH-
HO WKW NMOCIeA0BaTENIbHO MOXET ObITb BOBJIEYEH MpakTUYeckn Ntoboi opraH, ogHako Hanbonee 4acTo NopaxalTcs Nnoaxe-
NyooyHas Xenesa, renatobunmapHbIi TpakT, NnapaopobuTasnbHbIE CTPYKTYPbI, CIIIOHHBIE Xene3abl, oYKUY, TMMbaTnieckue y3nbl.
IgG4-accoummnpoBaHHbIA TYOYNOMHTEPCTULMANBHBIA HEPPUT aBNsSeTcs Hanbosiee pacnpPOCTPAHEHHLIM MOYEYHBIM NPosiBIEe-
Huem |gG4-AB. Cpeauv rmoMepynsipHbIX nopaxeHuii npeobnagaer MembpaHo3Has HedponaTus. HezaBMCMMO OT OpraHHom
nokanusaumm gnsa 6onbHblx ¢ IgG4-Ab xapakTepHO NOBLILLEHWE CbIBOPOTOYHOrO YPOBHS IgG4, oqHaKO AaHHbIM NokasaTtesb He
ABNSETCSA CNeUMPUYHBIM U MOXET ObITb U3MEHEH Npu Apyrux 3abonesaHnsix. Bo Bcex cnyvasix nono3pexus Ha IlgG4-Ab ana-
rHO3 O/MKEH ObITb MOATBEPXAEH NPU MMCTONIOMMYECKOM MccneaoBaHnn. K xapakTepHbIM rMCTONaToN0rM4eCckumM N3MeHEHNAM
oTHocATCs anddy3Hasa unv ovarosas numdonnasMmouuTapHas nHounsTpaums ¢ IgG4-nonoxmnTenbHbIMM Naa3MaTn4eckMmm
KneTkamun, CTopupopmMHbIi Grbpos 1 obnntepupyowmin dnebut. BonbHble ¢ IgG4-ABb 06bIYHO XOPOLLO OTBEYAIOT Ha JlIeYeHne
rNIOKOKOPTUKOMAAMM, OAHAKO HEPEAKO OTMEYAIOTCS peLmavBbl 32a60/1EBaHNS, YTO MOXET NOTPe6OoBaTb AOMNONHUTENBHOIO UC-
Nonb30BaHNS UMMYHOCYMNPECCAHTOB UK puTykcumaba. B CBA3M C HEBBLICOKOM BCTPEYAEMOCTLIO U LLUMPOKOWN BapnabenbHOo-
CTbO KIIMHUYECKNX NPOSIBNEHNI 3aO0neBaHe YaCTO OCTAETCS BOBPEMS HEAMArHOCTMPOBaHHbLIM. B faHHOM cTaTbe onucaH
cny4ain HaboAeHVS MONOLOI0 MY>XXUYMHbLI C XPOHMYECKUM PELNOVBUPYIOLLM NAHKPEaTUTOM, TEHEHME KOTOPOI 0 OCNIOXHUNOCH
pasBuTUEM HedPOTMYECKOrO cHapomMa. Mopdonornyeckoe uccnenoBaHne HedppobronTaTa NO3BOJIUIO0 HE TOJIbKO YTOYHUTb
reHes rnoMepynsipHOro NopaxeHus, HO 1 AMarHoCTUPOBaTh Yy NaumeHTa IgG4-Ab ¢ nopaxeHneM NoaKenyno4HOM Xxenessbl,
noyek, nerkux, numdaTtnyecknx y3nos. Ha doHe MoHOTepanum MIOKOKOPTUKOCTEPONAAMU AOCTUMHYTA 4YacTUYHas pemMuc-
cus 3aboneBanus. MNMpeacTaBneHHbIN CyYan HarmsgHO AEMOHCTPUPYET TPYAHOCTU AMArHOCTUKM 1 nedvenns |lgG4-Ab. 1gG4-
accouumnpoBaHHas MeMbpaHo3Has HedponaTmsa fomkHa ObITb BKIOYeHA B AnddepeHUmanbHblii AnarHoCTUYEeCKUiA NepeYeHb
B KaXKI0M Clly4ae HedpOoOTUHECKOro CUHAPOMA, COMPOBOXAAIOLLEr0CS MYILTUOPraHHbIMU UCHOYHKUNSMU.

KnioueBble cnoBa: IgG4-accoummpoBaHHas 60n1e3Hb, MemOpaHo3Has HedponaTtus, HePPOTUYECKUIA CUHOPOM, ayTOUMMYH-
HbIA NaHKpeaTuT
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ABSTRACT

IgG4-related disease (IgG4-RD) currently is considered as a chronic fibroinflammatory immune-mediated multisystemic con-
dition of unidentified etiology, which can imitate a wide range of malignant, infectious, rheumatologic, and other diseases. It
can affect almost any organ system in the body synchronously or sequentially, but the most often affected are the pancreas,
hepatobiliary tract, periorbital structures, salivary glands, kidneys, and lymph nodes. The most frequent renal manifestations
of IgG4-RD is IgG4-related tubulointerstitial nephritis. Membranous nephropathy is the most common glomerular disease
accompanied by IgG4-RD. Regardless of the organ localization, patients with IgG4-RD are characterized by elevated serum
IgG4, but this laboratory abnormality is not specific and can be changed in other diseases. In all suspected cases of IgG4-RD
the diagnosis should be confirmed by histological examination. Characteristic pathologic features include diffuse or focal lym-
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phoplasmacytic infiltration with prominent IgG4+ plasma cells, storiform fibrosis, and obliterative phlebitis. Patients with IgG4-
RD usually have an excellent clinical response to glucocorticoids, but relapse rates after steroid withdrawal are high, which may
require additional use of immunosuppressants or rituximab. Due to the low prevalence and multitude of clinical manifestations
the disease often remains underdiagnosed on time. This case report describes middle-aged patients with a history of chronic
recurrent pancreatitis complicated by the nephrotic syndrome. Kidney biopsy showed membranous nephropathy and diagno-
sis IgG4-RD with multiorgan involvement was made. Partial remission was achieved on corticosteroid therapy. The presented
case clearly demonstrates the difficulties of diagnosis and treatment of IgG4-RD. IgG4-related membranous nephropathy
should be included in the differential diagnosis for patients with nephrotic syndrome accompanied by multiorgan dysfunction.

Keywords: IgG4-related disease, membranous nephropathy, nephrotic syndrome, autoimmune pancreatitis
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BBEAEHUE

HNmmyHornoOynua G4-accouunpoBaHHas 00J1€3Hb
(IgG4-Ab) obObenunsier B ceOe LIMPOKHUN CIEKTP
CIIOKHBIX HMMMYHOOTIOCPEIOBaHHBIX, (uOpoBOCHa-
JIMTENBHBIX PACCTPONCTB Pa3IMYHBIX OPraHOB H
CUCTEM, KOTOPBIE XapaKTEpHU3YIOTCS OXHOTUIIHBIMU
KJIMHUYECKUMH, CEPOJOTHYECKMMU U THCTOMOpPdo-
JIOTHYECKVMH HU3MEHEHMsIMH. B maronoruueckuit
NpOIIeCcC MOXKET OBITH BOBJICUEH MTPAKTHUECKHU JIF000i
opraH, OZHAaKO Hambojee YacTo MOPaXKArOTCs MOJ-
JKEeJTyAO4Hasl JKeJle3a, KETYHbIE MPOTOKH, IMapaop-
OWuTanbHBIE CTPYKTYPHI, CIIOHHBIE >KENe3bl, MOYKH,
nuMpaTryeckue y3asl. HezaBUCHMO OT JOKann3auu
YHHUKaJbHBIM MaTOJIOTHYECKUM MPU3HAKOM JaHHOTO
3a0osneBaHusl ABsieTC Hamuuue IUQQy3HOH HIH
04aroBoi JIMMQOIUIa3MOLUTAPHON MHPUIBTPALNH C
[gG4-nonoXuTENpHBIMU TIA3MAaTHYECKUMHU KJIETKA-
MU, CTOpU(POPMHBIM (HHOPO30M, OOIUTEPUPYIOIIUM
¢nedutoM u BapHaOEIbHBIM KOJMYECTBOM J03HMHO-
¢uoB. Y GONBUIMHCTBA OONBHBIX TAKXKE BBISABISIOT
MOBBIIIEHNE CBIBOpOTOUHOTO ypoBH [gG4 [1, 2].

Panee wu3BecTHOe Kak «runep-IgG-cuaapom»,
«IgG-accounnpoBaHHOE CHUCTEMHOE 3a00JIEeBaHHEY,
«lgG4-acconumpoBaHHas  CKIepo3upylomas  0o-
JIe3Hb», B HACTOSIIEE BpeMsl OOLICTIPUHATHIN TEPMUH
IgG4-Ab Obi1 mpeanoxeH Ha SMOHCKOW cornacu-
tenpHON KoHGpepeHuuu B 2010 romy. OTMeueHHBIH
Ha NMPOTSHKEHUH MTOCIIEAHUX JIET CYIIECTBEHHBIN POCT
nyOonuKauuii ¢ pa3TuuHOW TEPMUHOJIOTHEH W Aua-
THOCTHYECKUMH TIOIXOJaMU ONpeneani1 HeoOXoau-
MOCTb HPUHATHS YHU(PUIUPOBAHHON HOMEHKIATYPBI
IgG4-ABb, xotopas Ob11a yrBepkaeHa B 2011 rogy Ha
MexaynapogHoM koHrpecce B bocrone [3, 4].

I'ncTonornyeckoe uccrenoBaHUE SIBISETCS «30-
JOTBIM cTaHAapTom» nuarHoctuku IgG4-Ab. B nHa-
CTOsiIlee BpEMs B KIMHUYECKOM MPAKTUKE HCIIONb-
3YIOTCSI HECKOJIBKO I'PYMNI IUAarHOCTHYECKUX KpUTE-
pHEB M BCE OHH, KaK IpaBUJIO, OPUEHTHPOBAHbI Ha
JUAarHOCTHKY ayTOMMMYHHOTO MaHKpearuTa [ tuma u

IgG4-cxknepo3upytroniero xoiaaHrura. B o e Bpems,
SInoHCKHME AMAarHOCTUYECKUE KPUTEPUU CHUCTEMHOU
IgG4-Ab, ocHOBaHHBIE Ha KIMHHYECKUX, JTabopaTop-
HBIX U TUCTOIIATOJIOTHYECKHUX TaHHBIX, HIPUMEHUMBI K
TIaTOJIOTHH JT000# Jokamu3aruu [3]. OHM BKITIOYAIOT:

1. nokanbHble UK UG Qy3HbIE BOCTAINTEIbHbIE
UHGUIBTPATUBHBIE HW3MEHEHUS B OIHOM WM He-
CKOJIKUX OpTaHax;

2. xonnenTpamuio IgG4 B ceiBopoTke >135 Mr/m;

3. XapaKTEepHYIO TUCTOJIOTHYECKYIO KAPTHUHY: BbI-
pakeHHas Ta3MouuTapHas HWHQuIbTparmus (>10
IgG4-no3UTUBHBIX IUIA3MOLIMUTOB B IIOJIE 3PEHUS
mpu OONBIIIOM yBEeNWYeHWH; cooTHomenne 1gG4/
1gG>40%), cropudopmuslii Gpudpo3, odauTepupyo-
it aeOuT.

Huarno3 IgG4-Ab cuuTtaercs IOOCTOBEPHO [O-
Ka3aHHBIM IPU HAJIMYHUU BCEX TPEX KPUTEPHUEB; CO-
yertaHue 1 1 3 KpUTEpHUEB MO3BOMISET TOBOPUTH O Be-
positHoit IgG4-AB, 1 1 2 — 0 BOBMOXXHOM JAMArHo3e
IgG4-Ab.

IgG4-acconpoBaHHOE MOPAKEHUE TOYEK — TEP-
MUH, ONMCBHIBAIOLUINN pa3lu4HbIe BapHaHTHl Hedpo-
natnn y 0onpHBIX ¢ IgG4-Ab. OHE MOTYT TIpOTEeKaTh
Kak OCTpoO, TaKk U XpoHuuecku. Hamnbonee gacro 3a-
OoneBaHne MaHU(ECTHPYET B BUIE TyOyJIOWHTEp-
crunmansHoro Hedpura. Cpean moMepyssIpHBIX 110-
pakeHu# npeoOmagaeTr MeMOpaHO3Hast HepomaTs.
Ckiepo3upyIoIuii MHENNT, BOCHAIUTEIbHbBIE NICEB-
JIOOTIyXOJIEBbIe MH(UIBTPATHI MOYEK M MOYETOYHU-
KOB, OOCTPYKTHBHAsl ypOIaTHs BCIEACTBUE PETpoOIIe-
puTOHEaNbHOTO PUOPO3a TaKKE MOTYT OBITH TIPUUH-
Ho¥t moueuHon aucdyHkimn npu [gG4-ABb [5, 6].

HecmoTpss Ha TOCTOSIHHO BO3pacTaoliee KoJu-
4yecTBO onucaHHbIX ciydaeB [gG4-Ab, ocBenomiieH-
HOCTh Bpadell pa3InYHBIX CIIEIHAIBHOCTEH 00 0co-
OCHHOCTSIX TEYEHHUs] NAaHHOM MAaToJOrMU OCTaeTcs
HU3KOW. YYUTHIBas JOCTATOYHO BBICOKYIO d(hdek-
TUBHOCTb DJIIOKOKOPTUKOCTEPOUAOB, PaHHAS AWa-
rHocTHKa [gG4-Ab sBnserca ype3BbIYailHO Ba)KHOUM
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3ajadeii, Tak Kak CBOEBPEMEHHOE Havall0 Teparuu
MOYKET TIO3BOJIMTH M30€KaTh MPOrPeCCHPOBAHUS JFIC-
(GYHKITMH TTOpaskeHHOTO opraHa. [IpencTaBiieHHEIH B
JIaHHOW CTaThe KIMHUYECKUH cllydail oTpakaeT TH-
nu4Hble TpynHocT auarHoctuku 1gG4-Ab y namm-
€HTa C MyJIBTHOPTaHHBIM MTOPAKEHHEM.

Kiaunnveckuii ciayydaii

[Mamment JI., my>xanHa 1979 rona poxaenns. borsHbIM
cebst cuntaet ¢ ceHtsaopst 2017 roga, Koraa BIEPBBIC CTAI
oTMe4aTh OECHPUYMHHYIO OOIIYyI0 claboCTh, CHUIKEHHE
paborocniocobHocTH. B stHBape 2018 roga B SKCTpEHHOM
nopsike ObIIT TOCIUTAIM3UPOBAH B XUPYPrHUECKUN CTa-
IIHOHAP C TAATHO30M OCTPBIN XOICIIMCTUT, MEXaHUIECKas
xkentyxa. [To maaasiM Y3U — sxemuHbId TMy3BIph C YTOI-
IIEHHOW CTEHKOH A0 7 MM, JABOMHBIM KOHTYPOM, OOIITHIA
KEJTYHBIA MPOTOK § MM, CTPYKTypa MOKEITYJOYHOM Ke-
ne3bl quddy3HO HEOTHOPOAHAS ¢ yYaCTKaMU pa3peKeHus,
YBEJIMYEHUEM TOJIOBKH ITO/DKEITYIOYHON >Kene3bl. Ilpu-
HUMasi BO BHAMaHHE IOBBIIICHHE YPOBHA Tuma3sl 10 70
EJl/n, obmero OmmupyOuHa 10 76 MKMOIB/N, IHACTA3bI
Mouu 110 564 EJI/n, Ot ycTaHOBJICH TUAarHo3 OUIIHAPHOTO
nankpearuta. HecMoTps Ha To, 4To Ha pOHE KOHCEpBATHB-
HOW Me/IMKaMEHTO3HOI1 Teparnuy 0TMe4aaach OTHOCUTEIb-
Hasl TMOJIOKHUTENIbHAS KIMHHUKO-TabopaTropHasi JHMHAMUKA,
OTCYTCTBOBAJIM JAaHHBIC 3a HalMYHE XOJICAOXOIHUTHA3A,
CITyCTSI HECKOJIBKO THEH MalnneHTy ObLIA BHITIONHEHA Olle-
panms JIanapoCKOIMMYECKOH XOJIEIMCTIKTOMIH TI0 TIOBOAY
000CTpeHHsI XPOHUUECKOT0 HEKaIbKYJIe3HOTO XOICeIUCTH-
ta. C KynupoBaHHBIM 00JIEBBIM CHHAPOMOM BBINTUCAH TOJ
HaOJII0/IeHNE CIIEMATICTOB ITOJMKIMHAKY. B Teuenue mno-
CIEIYIONINX ABYX HEleTbh YyBCTBOBAI ceOs YIOBIETBOPH-
TenpHO. B Hawane ¢espans 2018 roga mpu KOHTPOIHEHOM
OCMOTpE B TONHKIMHHUKE OTMEUCHAa WKTEPUIHOCTH KOXK-
HbIX ITOKPOBOB, B CBA3U C YEM OBLT TOCIIUTAJIN3UPOBAH B
MH(EKIMOHHBIH CTallMOHAP C IMOJO03PEHHEM Ha OCTpPBIN
BUPYCHBIN renarut. 3a BpeMs Je4eHUs] B UH()EKIIMOHHOM
OTICTICHUN NAHHBIX 32 HAJIWYHE BUPYCHOTO TeTaTHTa HE
nmony4deHo. MP-xomanrnonankpearorpadus: BHyTpUIede-
HOYHBIE IPOTOKH BCEX CETMEHTOB PAaBHOMEPHO pacIInpe-
Hbl. J[nameTrp o0LIero )eIyHOro MPOTOKa B MPOKCUMAIIb-
HoM otene 11 MM. IHTEHCUBHOCTH CUTHAJIA OJIHOPOJIHA,
BKJIFOYEHHUH B IpocBeTax He oTMedaeTcs. CIycTst HECKOJIb-
KO JHEH OOJH B JKHMBOTE pe3ko yCcWmmwinuch. [1lo maHHBIM
KOMIIBIOTEPHO# TOMOTpadui — KApTHHA OTEYHOTO TTAHKpe-
aTHUTa, INCEBIOKUCT MOKEITyAOUYHON JKeNe3bl, MPU3HAKH
OuMapHOM, MOPTANBLHON TMIIEPTEH3UH, relaToCIIeHOMe-
ranuy. BriepBeie BhIsiBIeHa uMQoaneHonaTs OpIOIIHON
MOJIOCTH W 3a0pIOIIMHHOTO HpocTpaHcTBa. C AnarHozoM
«OCTpBII OTEYHBIN TAHKPEATUT» OBLT IIEPEBEICH B XUPYP-
rugeckuil crammoHap. IlpoBoamiack WHQY3HOHHAs, Iie-
3MHTOKCHUKAIIMOHHASA, AHTHUCEKPETOpHAas, CHa3MOJIUTHYE-
cKkas Tepanus. boaeBol CHHAPOM KYIIMPOBAH, COXPAHSIICS
cyodeopunuret. Ha 10-¢ cyTku npeObIBaHHS B CTAI[HOHA-
pe cocTosiHHe OONBHOTO PE3KO YXYALIMJIOCH, MOSBHIINCH
BEIpaKEHHBIE 0OJH B JIEBOM Tozpedephe, PBOTA JKEITIBIO.
[pu sxctpernom Y3U Ha HapyKHOI MTOBEPXHOCTH Celle-
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3€HKH OMPEAEISIIOCH KUIKOCTHOE 00pa3oBaHUE Pa3MEepPOM
11,5x6 cM. B cBsI3M ¢ HEBO3MOXKHOCTBIO MCKITIOUUTH Pa3-
PBIB KHCTHI C IIPOPBIBOM B OPIOIIHYIO TTOJIOCTh MAIUEHTY
BBINOJTHEHO SKCTPEHHOE OINEePaTHBHOE BMEIIATENbCTBO. B
XOJI€ OTIepalvH BBISBICHBI OCYMKOBaHHAsl FeMaToMa JIEBOTO
oaTradparManbHOTO IMPOCTPAHCTBA C BOBICUCHUEM Celle-
3€HKH 1 HATHOCHWEM, KapTHHA OCTPOTO ITAHKPEaTHTa, Imapa-
MMAaHKpeaTuTa. BEIMOIHEHB! CIUIEHIKTOMHUS, JPEHUPOBAHUE
CaJIbHUKOBOW CyMKHM M OpromrHoi mosoctu. [Tocne crabu-
JIM3allMM COCTOSIHUSI MAlMEHT ObUT BBINUCAH B YHOBJIETBO-
PHUTEIBHOM COCTOSIHUM JUISl TIPOJIOJDKEHUST aMOyJIaTOPHOTO
nedenns. B Havanme mas 2018 roma BHOBB OBLT IKCTPEHHO
TOCTIMTAIU3UPOBAH B XHUPYPTHUCCKHUN CTAIIMOHAP C THArHO-
30M: XPOHHYECKHI WHIypaTUBHBIM MaHKPEaTHUT, 00ocTpe-
HHUe, OwinapHas THIIEPTEH3Ms, MeXaHH4ecKas IKeNTyXa.
IIpu KT — BHyTpunedeHOUHbIC IPOTOKU 3HAYUTENILHO pac-
LIMpPeHBI, IpocBeT xonenoxa 1,9 cM. [omkenynounas xere-
3a yBeNWYEHA, MapeHXUMa OXHOPONHAsS, TTepdy3us CHIKe-
Ha, TTapanaHKpeaTnueckas KierdaTka nHQUIETpupoBana. B
o0nacTé XBOCTa — )KUAKOCTHBIC, OTTPAHNYEHHBIE KaIICyIIOn
obpazoBanusa. OT MPOBEIEHUS YPECKO)KHOTO UPECIICUCHOY-
HOTO JIPEHUPOBAHUSI KETYHBIX ITPOTOKOB OTKA3aJICsl, BBINH-
CaH 110 COOCTBEHHOMY YKEJIAHHIO.

Ha Bcex paHee omiicaHHBIX dTamax JeYeHUs KaKIX-THO00
m1ab0paTOPHO-MHCTPYMEHTAIBHBIX OTKIIOHEHHH CO CTOPOHBI
MOYEBBIICTUTEIEHON CUCTEMBI HE OIPEIEIISIOCE.

B xon1ie mast 2018 rosa B CBSI3H C COXPaHSIOMUAMUCS 60-
JISIMH B )KUBOTE, a TAK)KE HAJIMYMEM Kaj00 Ha porpeccupy-
IOIIY0 O0LIyI0 CIab0CTh, OABIIIKY NPH YMEPEHHOH (H3H-
YeCKOU Harpy3Kke, HATMIUEeM OTCKOB HIDKHUX KOHECUHOCTEH,
JIUIa TANWACHT BHOBH TOCIUTAJHM3HPYETCS B OOIIEXHPYp-
rudeckuii craroHap. OObEKTUBHO COCTOSIHHE IMallMeHTa
PacleHHBAIOCH KaK CPEIHEH CTENeH! TSHKECTH, 00pallalio
Ha ce0st BHUMaHUe Hainuue cyO(peOpHIbHON TeMIiepaTypbl
TeJla, BRIPAKEHHOTO OTeKa KOHEYHOCTEH, JINIIA, a TAKKE MPH-
3HAKOB CKOIUTICHHS >KAAKOCTH B TUICBPAIEHON W OPIOITHOM
MOJIOCTAX. ApTeprallbHOI THIIEPTEH3NH HEe OTMeYasioch. B
XOJIe TIPOBEJICHHOTO 00CIICJOBAHUS BBISBIICHBI CICAYIOIIHE
OTKJIOHEHUS B JIaDOPATOPHBIX MTOKA3ATENSX.

Knunnueckuit aHanu3 KpoBU: aHEMUs JIETKON CTENCHH
mokectd (Hb 107 r/n), TpombormTo3 o 538x10°11, noBbl-
mernue COD mo 63 mm/4. B remorpamMme ocobo obparmrana
Ha ce0s1 BHIMaHHE BBIpaXeHHast 303uHOGINs 10 23 %. 13-
MEHEHUsI 00IIIeTo aHaIM3a MOYH XapaKTepH30BaIUCh ITPOTe-
unypueit >3,0 r/n, remarypueii 10 30 )pUTPOLUTOB B IO
3pennsi. CyTounast motepst 6enka cocraBmia 15 r/cyT.

Broxumuueckuii aHamM3 KPOBH: IVIFOKO3a BEHO3HOU
KpoBH Haromiak — 8,48 Mmonb/n, obmmit 6erok — 61 1/,
aneOymuH — 14 1/71, 00mmii xonectepud — 12,49 MMoms/m.
[Toxa3zarenu xoarymorpaMmel, obmiero Ounnpyouna, ACT,
AJIT, amunassel, npokansiiutonnia, CPb 3naunmo He 0T-
KJIOHSUTHCH OT HOpMBI. Ha doHe coxpaneHHOro Temna Juy-
pesa B quanazoHe 1900-3100 mut/cyT ypoBHH KpeaTHHHHA,
MOYEBHHEI, JICKTPOJIUTOB CBIBOPOTKH KPOBH COXPAHSITUCH
B mipezenax peepeHCHBIX 3HAYCHUH.

[Tpu anexrpodopese GEIKOB M1a3Mbl BEISIBICHO 3HAYH-
Moe MoBblleHne (pakuuu ramma-nporenHa 1o 46,48 %
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(mopma 11,50-18,60%). Yposens IgG Ob1 CyIiecTBEHHO
noBbitreH 10 31,08 r/n (mopma 7-16 r/m). IlpuarMas BO
BHUMaHHE TIOJTyYSHHbBIE PE3YJIbTaThI, TOMOIHUTEIBHO ObLI
uccnenoBas ypoBeHb IgG4, 3HaueHne KOTOPOro COCTaBHUIIO
3,99 r/n (mopma 0,1-1,35 1/m).

CKpPHHUHT ayTOMMMYHHBIX 3200JIEBaHUI HE BBISBHII
orkionennit AH®, AHIIA-antuMPO (pANCA), AHIIA
anTuPR3 (cCANCA). Tutp anTuTeN K perentopam Gocdo-
nunassl A2 B CBIBOPOTKE KPOBH OBUT B HOpPME.

I{uronornyeckoe UCCIEAOBaHUE ACLUTHUYECKON U IUIEB-
PAIBHON KUJIKOCTH KaKHMX-IMOO CYIIECTBEHHBIX OTKJIOHE-
HUH, B TOM YHCIIe HAJIMYUE aTUITUYHBIX KJIETOK, HE BBISIBUJIO.

ITo pexoMeHmanuy remaroyiora MAlMEHTy ObUIa BBI-
MIOJIHEHA CTEpHaJIbHAsA MyHKIMs. [laHHBIE MUEIOTPaMMBI:
SPUTPOII0I3 HOPMOOJIACTUUECKUIA, MEraKapHOIUTHl B He-
0OJIBIIIOM KOJIMYECTBE C IOCTATOYHBIM TPOMOOOPa30BaHH-
€M, 203UHOMIBHBIA POCTOK pactmpeH 110 17,2 % 3a cuer
3penbix ¢opM. [Ipy UTOreHeTHYEeCKOM aHaIn3e KOCTHOTO
Mo3ra muccienoano 10 merada3, BEISIBICH HU3KHA MHUTO-
TUYECKHUH MHIEKC, KapuoTHil 46 XY, BUAUMBIX CTPYKTYp-
HBIX HapylIEHUH HE BBIBICHO.

ITpu KT opranoB Opro1rHo#t MoI0CcTH U 3a0PIOIIMHHO-
TO NMPOCTPAHCTBA C BHYTPHUBEHHBIM KOHTPACTHPOBAHHEM:
MO/DKETyJ0UHast JKele3a BBIPAKEHHO OTeYHas, JoJbya-
TOCTh €€ CIVIaXKEHA, KOHTYpPbI HEUETKHE, KOHTPACTHPOBA-
HHE JKelle3bl HEPaBHOMEPHOE 3a CUET HAJU4YUs B XBOCTE
KeJe3bl TUIOICHCHBIX YYaCTKOB MaKCUMaJbHBIMHU pazMe-
pamu 17x24 mM. [lapanankpeaTuyeckast KjaeTyaTrka yIuioT-
HeHa, UMOMOMPOBaHa JKUIKOCTBIO C HAJIMYMEM B 00IacTn
XBOCTA KeJIe3bl )KUIKOCTHOTO CKOTUICHHUS C TeHJICHIUEN K
OTrpaHUYEHHUIO pa3MepoM 35x62 MM. OTMeHaroTcs M-
daTudeckye y3ibl MaHKpeaTHYecKOil TPYIIbI pa3MepoM
10x15 MM, pacumpeHHe BHYTPUIIEYCHOUHBIX >KETYHBIX
IIPOTOKOB, JIEBOT'O I0JIEBOI0 10 9 MM, IPaBOTO JIOIEBOTO JI0
6 MM, CerMEHTapHBIX 10 5 MM. X0JIe[IOX B SKCTpanaHKpea-
THUYECKOM OTJIeJie pacIiupeH a0 19 MM, B HHTpamaHKpea-
THYECKOM OTJIEJIE OTMEYAeTCsl €r0 KOHMYECKOE CYKCHHE,
CTEHKa X0JIe[0Xa YTONIIEeHa 0 4 MM, aKTUBHO HaKaIlINBa-
€T KOHTPaCTHOE BEeUIeCTBO. MI3MEHEHM CO CTOPOHBI IIOYEK
W Ha/IMOYEYHHNKOB HE BBISBICHO. BU3yam3upyroTcs M-
(baTtrueckye y3Jibl YpEeBHOW I'pynIbl pazmepoM 9x10 Mm,
naparacTpajbHoil rpymnmsl — 12x14 MM, napaaopTaibHON
rpynmsl — 10x16 MM, MHOKECTBEHHBIE y3JIbI ME3CHTEPH-
ampHOM Tpymmbl — 11x15 mMMm. 3akmodenne: KT-kapTuna
OCTPOro JECTPYKTUBHOTO MAaHKPEATUTa C SIBICHUSIMH Ta-
pamaHKpeaTuTa, U3MEHEHHH CTEHKH XOJIeZloXa, BEeposT-
Hee BOCIAJMTENILHOTO XapaKTepa; KOHMYECKOE CYy)KEHHE
MHTpaNaHKpeaTHYEeCKOro OT/eNa X0JIe0Xa, BEposTHee 3a
CYET CIABJIEHHUS OTEYHOM TI'OJIOBKOM NOIPKETYIOYHOM Ke-
1e3bl; OMIIMapHas TUIIEPTEH3HA.

MPT OproIIHO# MOJIOCTH M 3a0PIOIIMHHOTO MPOCTPaH-
CTBa: BHYTPHIICUCHOYHBIC M BHEMEUCHOYHBIC >KEIYHBIC
IIPOTOKM HE PAaCIIMpEHbl, Ne(EeKTOB HAKOIUICHUS B HHUX
He ompezaersercs. JuaMerp mpaBoro u JIEBOTO JIOJEBBIX
MIPOTOKOB — A0 3,5 MM, 00IIeT0 IEYSHOTHOTO — /10 5,5 MM,
0011ero JKeIYHOro — 10 3 MM B IPOKCHMAJIBHOM OTIEIE,
1,5 mm B muctanbHoM. CTEHKH MPAaBOTO M JIEBOTO JOJIE-

BBIX, OOIIIET0 IIEYCHOYHOTO IIPOTOKA 1 XOJIeI0Xa HECKOIBKO
yTomnmeHs! (10 1,3 MM Ha ypoBHE 00IIero nedéHo4HOr0).
MP-curtaan ot HuX runouHTeHCHBHBIH Ha T2 BU ¢ubdpos
n/vmi uHOUIBTpanys 6e3 oteka. [lomkenynoynas sxenesa
AMEeT HOpPMaJbHOE IMOJOKEHUE, (PeCTOHYATEIC KOHTYPEIL.
CrpykTypa mapeHXuUMBl omHOpoxHas. MP-curaan ot ma-
peHxuMBl TudPy3H0 MUHUMAIBEHO ToBBIIIeH Ha T2 BU n
JBU (b=1000) — oTeyHO HH(PHUIBTPATHBHBIC H3MCHEHUSL.
B ob6nactu xBOCTa opraHa BBISBIISIECTCS 00pa3oBaHHE He-
MPaBUIBHON OKPYIJIONH (OPMBI C YCTKHUMH HEPOBHBIMH
KOHTYpaMH, HEOJTHOPOIHON CTPYKTYpBI, XapaKTCpPH3YIO-
meecs: U30runouHTeHcuBHbIM MP-curnaiom Ha T2 u T1
o iepucepnn, runiep Ha T2 BU u rumo va T1-BU B nen-
TpasibHo yactu. nuddy3ust B 00pazoBaHUU He OrpaHUue-
Ha (OTCYTCTBHE MHTEPCTHIIMATBHOTO U IATOTOKCHYESCKOTO
oTeka), Ooyee BEpPOSTHO NCEBAOOMyXoib. [laTomorun co
CTOPOHBI TIOYCK HE BBISBICHO. B 30HEe CKaHUPOBaHUS MPH-
3HAKH aTeJIeKTa3a B 00JAcTH 3aJHUX HIDKHUX CETMCHTOB
JIEBOTO JIETKOTO, JBYCTOPOHHHUH THAPOTOPAKC, MPU3HAKU
00beMHOr0 00pa3zoBaHMs (IICEBIOOIYXONH) TI0 XOAy Ia-
pHUeTaNbHON IUIEBPHI B 30HE arenekrasza (HelmpaBUIBHOMN
(GOpMBI C YCTKMMHU HEPOBHBIMH KOHTYPAaMH pPa3MepoOM
3,5x3,1x5,2 cM, XapaKTepU3yIOLIErocsi U30TUIIOMHTEHCUB-
HbIM MP-curaanom Ha T1 u T2-BU). C yderom maHHBIX
aHaMHE3a W3MCHEHHUS COOTBETCTBYET MYIBTHOPTaHHO-
My TOPaXCHHUIO ¢ MPU3HAKaMH XOJAHTHTa, AaHKpEeaTuTa,
TICEBAOOMYXOJIA XBOCTA TMOKEITYIOYHON Kele3bl, TCeB-
JTIOOITYXOJIH JIEBOU IJIEBPaAIbHOM MOJOCTH.

3a BpeMsi npeObIBaHUS TAlMEHTa B CTAalMOHApe
P OTHOCUTENBHO OJaronpusiTHOM TEYEHUU XPO-
HUYECKOT0 MaHKpeaTuTa oTMeyaiach Kiaccuueckas
KapTHHA Pa3BEepPHYTOr0 HE(PPOTHUECKOTO CHHApPOMA
C MPOrPEeCCUPYIONIMM OTEUHBIM CHHJPOMOM, BIIJIOTh
JI0 aHACapKH, YTO TOCTYXKIIIO TIOBOJIOM ISl TIEPEBO-
na GonpHOrO B Hedposoruueckoe otaenenue. C e-
JIBI0 YTOYHEHHSI BBIIBICHHBIX M3MEHEHHUN TaIMEeHTY
mpousBeneHa HepoOuorcus. ['ucromornyeckoe mc-
cinegoBanue BeImoiaHeHO B OO0 «HammoHanbHBIN
IEHTP KIMHUIECKOH MOP(OIOTHISCKOW TUATHOCTH-
kn», Cankt-IlerepOypr, MeTogamMu CBETOBOM M HM-
MYHO(IIOOPECIIEHTHOW MUKPOCKOTIHH.

CBeToonTHYECKOE UCCIICIOBAaHNE BBHITIOHEHO Ha
napaMHOBBIX Cpe3ax C HCIONb30BAHUEM OKPACOK
reMaTOKCUIIMHOM—303UHOM, PAS-peakiiuu, Tpux-
poMoM 1o MacoHy, HUMITPErHallUi COJSIMU cepebpa
mo JIxoncy. B wmarepmane medpobOuomncum mpen-
CTaBJICHBI KOPKOBBIN M MO3TOBO# CIIOM TKaHU TIOYKH;
37 xiny6oukoB (CM-29, UD-8), 3 HUX MOIHOCTHIO
ckieposupoBansl 5 (14 %) kmy6oukos (CM). Ummy-
HO(IIFOOpECHIEHTHOE HCCIeJOBAaHUE BBIMIOJIHEHO Ha
CBE)XE3aMOPOKEHHBIX Cpe3ax MPSMBIM METOAOM C
ucnonb3oBanreM FITC-KoHBIOTUPOBAHHBIX AHTUTEN
k genoBeuecknM IgA, IgG, IgM, Clq, C3, ¢ubpuno-
reHy, JerkuM 1ensm kappa u lambda.
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PucyHok1. A — peskoe yBenuyeHre pa3MepoB KJTyGo4YKoB; MOAYEPKHYTas KanunnsipHasi CTEHKa; CErMeHTapHbI IOMEPYSIOCKIePO3 B
TyOynsipHOM Mnonoce 0JHOro U3 kiy6o4koB. OCTPOE NOBPEXAEHNE SNUTENMUS KaHAbLEB B BUAE YACTUYHOW YTPATh! LLLETOUYHOMN KaliMbl 1
yrnjioweHust umtonnaamel. PAS-peakums; b — nog4epkHyTOCTb rnomMepynsipHoi 6asanbHoii MembpaHbl 1 eBa 3aMeTHast HepaBHOMEp-
HOCTb MMMNPErHMpoBaHus consimu cepedpa. MnepTpodurs NoaoUNTOB C 06MILHO BaKyOIM3MPOBaHHOM LMTONaa3mMon. MimnperHaums
consimun cepebpa no OxxoHcy. YB.: A—100; b6 - 400

Figure 1. A —asharp increase in the size of the glomeruli; underlined capillary wall; segmental glomerulosclerosis in the tubular pole of
one of the glomeruli. Acute damage to the tubular epithelium in the form of a partial loss of brush border and flattening of the cytoplasm.
PAS reaction x100. B — the underlined glomerular basement membrane and the barely noticeable unevenness of impregnation with
silver salts. Hypertrophy of podocytes with abundant vacuolated cytoplasm. Jones impregnation of silver salts; x400

PucyHok 2. UMMyHOI00pEeCUEHTHOE UccneoBaHne Ha CBexXe3aMOpPOXeEHHbIX cpe3ax. [MoMepynsapHas cybanutennanbHas rpaHy-
napHas akcnpeccus: A — ummyHornodynmHa G; b — C3-komnoHeHTa komnnemMeHnTa; B — nerkoii uenu kappa; I — nerkow uenu lambda
Figure 2. Immunofluorescence study on freshly frozen sections. Glomerular subepithelial granular expression: A — immunoglobulin G;
B — C3-component of complement; C — Kappa light chain; D - Lambda light chain
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I'mcTomornueckoe 3akmroueHue: quddy3HasT MEM-
Opano3Has Hedponarys, | cTaaus, ¢ BTOPHIHBIM TJI0-
MepyrockiepozoM «tip-lesion» (11%) u ocTpbiM 10-
BpEXKICHUEM DITUTEINNS KaHAIBIIEB; TIOJIHBIN TIIOMEpY-
nockiepos (14 %); 6e3 nmomyayHuiA, TyOyJIONHTEPCTH-
[IUATFHOTO BOCHAJICHHS, TyOylIO-HHTEPCTHIIATBHOTO
($hndpo3a 1 apTepPHOIIOCKIICPO3a.

K rucrtomornueckoMy 3aKIIOUEHHIO MaTOJIOTOM
JlaH KOMMEHTapWi, YTO, Ha OCHOBAaHHH IIOpaXKe-
HUS HanWOoJIee YacThIX «OpPTaHOB-MHUIIEHEH» (Tof-
KeIyIouHas jKenes3a, MOYKH), a TaKKe MOBBIIICHHUS
ypoBueit IgG (>2N), IgG4 (>2N) u s03uHOPmIE3a
(>3N) KOCTHOTO MO3Ta, IPUOPHUTETHHIM B TuddHepeH-
[IHATBHOM JFarHO3€ SIBJSIETCS MOpakeHWE MOYKH B
pamkax IgG4-accomumpoBanHoro 3adomeBanus. Kpo-
M€ TOTO, PEKOMEHIIOBaH MOCTOSHHBI MOHUTOPHHT
ypoBHeil kpearnnuHa, 1gG u IgG4, a Taxke obcme-
JIOBaHWE APYTUX HamOollee YacTO BOBIEKAEMBIX B
MaTOJIOTMYECKUN TpollecC JIOKAIu3alluid U OpraHoB-
MUIIIEHeH (peTponepuToHea bHas, IepruypeTpaIbHas
U peTpoopOuTabHAs KIeTdaTka, IUTOBHIHAS XKeJle-
3a, JIETKHe, aopTa, TuMbaTndecKue y3Jbl, CIIOHHBIC
JKenesbl, rurodus). B mpencraBieHHOM MaTtepuaie
OTCYTCTBOBAJIH MTPU3HAKH BOCTIATUTENFHOTO TYOyII0-
WHTEPCTUIINAIFHOTO TTOPAXXSHUS, B CBS3U C YeM HM-
MYHOTHCTOXHUMHYECKOE NCCIIEA0BAHUE C CTIOIH30BA-
HueM antuten kK CD138 u [gG4 Obuto He okazaHo.

[Ipu momomHUTENFHOM MarHUTHO-PE30HAHCHOM U
YABTPa3ByKOBOM HCCIIEIOBAHUN JAHHBIX 32 IMATOJIO-
rudecKkre o0pa3oBaHM XHa3MaIbHO-CEIUIIPHON 00-
JIACTH, OPONT, CITFOHHBIX JKeJIe3 MOTYIeHO He OBLIO.

Hecwmotps Ha TO, 4TO OTCYTCTBOBAJ HAMOOJIEE CIIETI-
HOUICCKUN TUArHOCTHYSCKUN KpUTEpUi B BUIC 3HA-
YUMOTO yBenndeHus: konmmdectBa [gG4-To3NTHBHBIX
TUTa3MaTHIEeCKUX KJIETOK XOTs OBl B OTHOM M3 TOpa-
JKeHHBIX OPTaHOB, HA OCHOBAHWH HAJIMYMS y TIAIMEHTa
Hecenn(pUIeCcKUX BOCTANTEIBHBIX WH(HUIBTPATHB-
HBIX I3MEHEHUI JKEITYHBIX TTPOTOKOB, TTO/HKETYI0YHON
JKeJIe3bl, TUIEBPAJIHHOM ITOI0CTH, TUM(OaICHOIATHH, a
TaKKe MOPAKEHHS MOYEK 0 TUITY MEMOpPaHO3HOM He-
(pomaTiy B COYETaHNH C BEIPAKEHHBIM TOBBIIIICHIEM
ypoBus I1gG4, 6pu1 ycTanosnen auarno3 1gG4-Ab ¢
MYJIBTHOPTaHHBIM TTOPaKEHHEM.

3a BpeMs HaXOXKJIeHHUS B CTAI[FIOHApEe MMAIlHEeHT Mo~
nmydas nH(Y3HOHYIO Tepanwio, ¢pypocemun B/B 40 mr/
cyT, Topacemun 10 mr/cyt, Bepommupor 100 mr/cyr,
remapua 20000 EJl/cyT moakokHO, paMuTIpyi 5 mr/
cyT, aropBactatiH 40 mr/cyT, omenpason 40 mr/cyr,
kpeoH 25 000 E/] 3 pa3a B cyTKu. YUUTHIBas OTyYECH-
HbIC JaHHBIC HEPPOOHOIICHH, a TakKe MPUHUMAs BO
BHUMaHHE HAJIMYHE Y MAMeHTa He(PPOTHIECKOTO CHH-
JIpoMa ¢ TIPOTPECCUPYIOIIEH TUIoaTL0yMUHEMIECH 1
KIIMHAYECKOH KapTHUHBI aHACapKH, MaTOTeHeTHYeCKas

Tepanus Oblila HadaTa ¢ BHYTPUBEHHBIX MHBEKITNA Me-
TUIpeaHn3010Ha B o3¢ 1000 Mr/cyT Ha IPOTSHKEHAH
Tpex JTHeW ¢ TOCIEAYIOMNM TIePEX0IOM Ha TIepOpaTh-
HBIH TIpHieM B J103¢ 32 MI/CYT B TeUCHHE 4 HEll C TaTb-
HEHIITNM MTOCTENIEHHBIM CHI)KEHHE JO03bI MO TMHAMH-
YEeCKHM KOHTPOJIEM JTa0OPaTOPHBIX MTOKa3aTeseH.

IIpocnekTBHOE HAOJIONEHUE: TIPU KOHTPOJIb-
HOM o0OcnemoBanuy B arpene 2019 rona ynanoch BbI-
SICHUTB, YTO Ha ()OHE paHee HA3HAUEHHOW Teparuu
OTMedasach OTYETIMBAS MOJIOKHUTEIbHAS JUHAMHUKA
B BUE YIy4YIIeHHs OOIIero camMO4yBCTBHS, HOpMa-
JMU3aIUN TEMIepaTyphl TeNa, MOCTETIeHHON perpec-
CHH OTEYHOTO CHHIpPOMAa C TIOJHBIM OTCYTCTBHEM
repudepuIecKuX oTeKoB K okTs10pro 2018 roga. B To
e BpeMsl, COXPaHIUCh TUCTIETITUYECKUE SBICHHUA,
TepruoauIecKre 00 B )KUBOTE Ha (DOHE MOTPEITHO-
CTeil B queTe, He MOTpeOOBaBIIIHE TOCTUTAIN3AIINH.

B ximmHMYeckoM aHanm3e KpoBH, OOIIEM aHan3e
MOYH, OMOXMMHYECKOM aHAIIN3€ KPOBH CYIIECTBEHHBIX
OTKJIOHEHHUH He BBIABIIEHO. CyTOYHAs IoTeps Oenka co-
crasua 300 mr/cyr. HecMOTpsi Ha TMOJOKHUTEIBHYIO
KIIMHUYECKYIO JAWHAMHUKY, OTMEYAJIOCh 3HAYMMOE II0-
Boimenue ypoHs [gG4 no 4,08 r/n. Ha ocHoBanwu 1mo-
BBIIIICHUS] YPOBHS IIIHKO3WIMPOBAHHOTO T'eéMOIIOOMHA
10 7,8 %, ObIT AMArHOCTHPOBAH CaXxapHbIN Aualer.

Oc000 CTOUT OTMETUTD, YTO ITALIMEHT HE B IIOJIHOM
Mepe CIeqoBall MPEANMCAaHHOMY pPEeXHUMY MpHeMa
TJTFIOKOKOPTHKOCTEPOHIOB U HA MOMEHT KOHTPOIIbHO-
ro o0cIeoBaHysl MPOAOIDKAT IPUHUMATD METHIIPEN
B o3¢ 20 MI/CyT.

KT opraHoB rpyaHO#t KIIETKH 1 OPIOIITHOM ITOJIOCTH:
B S6 mpasoro u S8, S9, S10 jeBoro Jerkoro mpocie-
JKUBAIOTCS YIaCTKH KOHCOJIMIAITUH JIETOYHON TKaHH C
HanmyreM GUOPO3HBIX TSDKEH B OKPYKAIOIIYIO JIErod-
HYIO TKaHb, BEPOATHEE, BOCTIAIUTEIIHHOTO XapaKTepa.
B S5 neBoro jnerkoro BH3yaJIM3HpYETCsl JOKAIbHBIN
YYacTOK YIUIOTHEHHS JIETOYHON TKaHH JHaMETPOM
4 mm. KT-kapTrHa 00pa3oBaHUS B XBOCTE IMOHKEITY-
JIOYHOM KeJe3bl, YUUThIBasl JaHHBIE aHaMHe3a, BEpO-
SITHEE BCETO TICEBIOOIMYXOJH XBOCTA TOHKETYI0THON
xenesbl. KT-kapTHHa yIUIOTHEHUS apanaHKpeaTuie-
CKOH KIJIeTYaTK{, YUUTHIBAs TaHHBIE aHAMHE3a, Bepo-
sITHeE TIapanaHKpeaTndeckuii Guopo3.

MPT OpromHoO# MOJIOCTH W 3a0PIOIIMHHOTO TIPO-
CTpaHCTBa: Ae(peKTOB HAITOIHEHMS BO BHE- U BHYTPH-
MEYEHOYHBIX JKETYHBIX MPOTOKAaX HE ONpeneisieTcs,
CTeHKH WX C Mpu3HaKamu (Hudpo3a; MomKeIyIodHas
JKeleza B pa3Mepax He yBeJIHueHa, B 00JacTH XBOCTa
BH3YQJIN3UPYETCS yIACTOK CTPYKTYPHBIX U3MEHEHHUN
HENpaBHIBLHOW (POPMBI C HEYETKHMH, HEPOBHBIMU
KOHTYypamH, U30TUIIOMHTEeHCUBHBIN Ha T2-BU, DWI,
uzoruno- Ha T1-BU pazmepom 10 59x37x42 MM, KO-
Topoe TpuIeKUT K auadparme. [locine BHYTpUBEH-
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HOTO BBEJICHHS IMapaMarHUTHOTO KOHTPACTHOTO Be-
IIeCTBa OTMEYAETCS €T0 HEOAHOPOIHOE HAKOTUICHHE
BBIIIIEONIMCAHHBIM Y9acTKOM (MEHee WHTEHCHBHOE
10 CPAaBHCHUIO ¢ MHTAKTHOW MapeHXUMOU JKEJIEe3bl)
B COCYIUCTBIE (ha3bl CKAHUPOBAHUS C TIOCTIETYIOIINM
yIepaHreM KOHTPAacTHOTO TIpernapara.

Taxum 00pazom, Ha hoHE TPOAOIDKUTEITLHOTO IIPH-
eMa MPeIHN30JI0Ha, HECMOTPS Ha PETPeCcCHIo TIPOTEH-
HYpHH, y TIAI[MEHTa COXPaHSUIMCh HH(MIBTPATUBHBIC
W3MEHEHUS B TIOKENTYIOYHOM KeJe3e, JIETKUX M BbI-
cokue TATPHI 1gG4, 9TO HE MO3BOJISIET CAeIaTh BEIBOI
0 JOCTIDKEHHH TIOJTHOW PEMHCCUH 3a00JIEBaHMS.

OBCY>XAEHUE

CormacHO COBPEMEHHBIM SITHASMHOIOTUIECKUM
JTAHHBIM, TIPEATIONOKUTEIbHAS PaCTIPOCTPaHEHHOCTh
1 JacToTa HOBBIX ciydaeB [gG4-Ab mmpoko Bapbu-
pyeT u B cpeaHeM oilleHuBaercs kak 6 u 0,28—1,08
cnydaeB Ha 100,000 HaceneHuss COOTBETCTBEHHO.
Cpenn GOIBHBIX B pa3Hou crereHn oT 1,6:1 mo 4:1
MIPEBATUPYIOT JIMIIA MY>CKoTo Tona. [Tnk 3abomeBae-
MOCTH TIPUXOAUTCS Ha 5—7-10 mekamy Ku3Hu [3].

IgG4-Ab, kak mpaBHUIO, WMeeT TEHACHINIO K
MYJIBTHOPTaHHOMY TOpaXXeHHI0. B  OonbIuHCTBE
OTHMCAHHBIX K HACTOAIIEMY BPEMEHH BEIOOPKAX OOJIh-
HBIX COO0IIaeTCs O IBYX MOPaKeHHBIX opraHax u 00-
nee. [To qaaaeiM Y. Chen et al. (2016), cpemHee uncio
BOBJICYCHHBIX OPTaHOB Ha MOMEHT ITOCTAHOBKH JHa-
rHo3a [gG4-Ab cocrasmister 3,0+1,6 ¢ Anama3oHoOM OT
1 mo 10 [8]. Hambomnee wacTo mopa’kaeMbIMH Opra-
HaMU SBIIOTCS TODKemynouHas xenesa (1o 60 %),
TUM(ATHICCKAE V3Bl PA3TMIHON JTOKAIH3aIuu (10
56,5%), TOMHMKHEYETIOCTHBIC CIIOHHBIC JKEJIE3BI
(mo 51 %), cne3nsle xeness (1o 42 %) [1, 7, 8].

Krnaccmueckn 3a0oneBaHme WMeEET TOAOCTpOE,
MaJIOCUMITOMHOE TedeHue. [ larmeHTs MOTyT peb-
SBIIATh KaK oOmue Hecnermupudeckue (CHIKESHUE
Macchl Tela, TUXOpaKa, KOKHBIN 3y/, aCTeHHUs), TaK
1 opraHocrernudpuaeckre xaroos! (00Ih B JKHUBOTE,
OTEK TIOAHIKHEUETFOCTHBIX CIFOHHBIX, CIE3HBIX Ke-
ne3 u Ap.). Hepenko quarHo3 MOXKHO 3allOf03pUTH B
MPOIECCE PEHTTCHOPATNOIOTHUECKAX TPOIeyp U
MOPQOJIOTHIECKHUX UCCIIeI0OBaHII OnonTaTos [9].

Cunraercd, dYTO TIOBBIIIEHHE CHIBOPOTOYHOTO
ypoBHs [gG4 sBnseTcss Hanbonee TUIMTUYHBIM Jabo-
paropubsiM TiokazareneM 1gG4-Ab. OnHako HexaBHIE
WCCIIEZIOBAaHUS TIOKA3alld, 9TO JIO TIOJIOBUHBI MAIFCH-
TOB C THCTOJIOTHYECKH MTOATBEPKACHHON 1 KIMHUYE-
cku aktuBHOU IgG4-Ab MOTYT MMETh HOpPMAaJILHEIC
konnentpaunu 1gG4. Kpome Ttoro, tomsko y 10%
OONBHBIX ¢ TIOBBIMICHUEM copepxanueMm IgG4 Obima
muarHoctupoBaHa 1gG4-Ab, 9To MOXET CBUACTEIb-
CTBOBATh O HU3KOW CHENM(PUIHOCTH JAaHHOTO TOKa-
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3arens. [lepudeprnueckas 303MHOGUINS, TTOTHKIO-
HaJbHAS THUNEPraMMarioOyTUHEMHs, TOBBIIICHHAE
yposers IgE u C-peakTuBHOrO O€iika B CBIBOPOTKE
KpPOBH, a TaK)Ke THIIOKOMIUIEMEHTEMHS CUYHATAIOTCS
OTHOCHTEIFHO PacIpoCTPaHEHHBIMH, HO HE CIIEIH-
¢uaaBIME HaxonkaMu y 60ombHEIX ¢ [gG4-Ab [10].
Yacrora mopaxkeHust o4ex y 6ombHbIX ¢ [gG4-Ab
gJocturaet 25 %, 4To JellaeT uX OJHUMH U3 Hanbosee
4acTo MmopakaeMblx opraHoB [7, 11]. B OGompmmH-
ctBe cimydaeB IgG4-acconnupoBanHas Hedpomnarus
Manudectupyer B Bupe IgG4-accommmpoBaHHOTO
TyOynmonHnTepcrunnanpHoro Hedputa (IgG4-TUH).
BonpmmHCTBO TakuX MAlMEHTOB UMEIOT MIPU3HAKA
OCTPOHN WJIM MPOTrPECCUPYIONIEH MOYEYHOU HEIo-
cratouHoctd. OHAKO MOXET BCTPEYAThCA Mallo-
CHMIITOMHOE TE€UYEHHE C YMEPEHHOW MPOTEHHYPH-
el W/WIM TeMaTypHuen, KOTOpOe BBIBISETCS B XOIE
yIIyOJIeHHOTO 00CTIeNOBaHUS NPYTHUX OPraHOB TIpH
yxe quarHoctupoBanHoi 1gG4-Ab [5].
XapakTepHoii TabopaTOPHBIA HAXOAKON ISl O0ITh-
HbIX ¢ IgG4-THUH B 6ombiiieli CTeTIeHn 110 CPaBHEHHTO
C IPYyTUMHU OPTaHHBIMH JIOKATH3AIHUSIMHA SIBIISIETCS
noBsIIieHne ypoBHs odmero 1gG mmm [gG4, xoTopoe
peructpupyercs B 88—100% cnyuaes. [pyrue noa-
knaccel 1gG, takue kak IgGl n IgG3, takxke mMoryT
OBITH TOBBINIEHBI, B TO BpeMs kKak [gM u IgA Haxo-
JIATCS B TIpeiesiax HOpMaJbHbIX 3HaUeHu|. bonee uem
TTOJIOBUHA OONMBHBIX ¢ akTUBHBEIM 1gG4-THUH mmerot
THUIIOKOMIUIEMEHTEMHIO CO CHIDKeHHeM ypoBHS C3
(42%) w/mmm C4 (46%). B kadectBe BO3MOXKHOMN
MPUYUHBl THUIIOKOMIUIEMEHTEMHH TIPEAIIONaraeTcs
e€ akTUBaIs JIMOO 10 KIACCHIEeCKOMY, JTHOO TT0 JIeK-
THHOBOMY ITyTH. Cunraercs, uto 1gG4 He obmamaet
CIIOCOOHOCTRI0O K 00pa30BaHHUI0O WMMYHHBIX KOM-
TJIEKCOB, TPUBOIAMIEMY K THIIOKOMIUIEMEHTEMHH,
MO3TOMY BeAyIIas pojb B 3TOM IPOIIECCE OTBOAUTCS
IgG1 u IgG3 [11, 12]. B xauecTBe MOATBEPKACHUS
nmauHoi Teopun K. Yamada et al. (2017) BerstBuam y
6ombHEIX ¢ [gG4-Ab 3HaUNMYTO OOpaTHYIO KOppes-
o ypoBHS C3-KOMIUTHMEHTA C KOHIICHTPAINEH He-
1gG4 (onpenensemyro kak [gG-I1gG4) [2].
I'mcTonornueckoe nccneqoBaHne SBISETCS 30J10-
TBIM cTaHmapToM B auarHoctuke 1gG4-Ab, mosto-
My IOCTYIMHOCTh OWOICHITHOrO Marepuaia TKaH!
MTOYKHU TIPEIOCTABISIET 3HAYMMbIE MPENUMYIIIECTBA TI0
CPaBHEHWIO C IPYTMMH OPTaHHBIMH IMOPAXKEHUSIMHU.
Mopdororuueckoe HcCIeJOBaHHE PEKOMEHIYETCs
MPOBOUTH A0 Hadaia JIeYeHUs, C IENbI0 FCKITIoYe-
HUS 3I0Ka4e€CTBEHHBIX HOBOOOPAa30BaHWH M JAPYTHX
HaXOJ0K, UMUTHpYIomuX Tedenne 1gG4-Ab.
TUNMYHBIMU HAaXOIKaMH TIPU CBETOBOM MHUKPOCKO-
mu y 60meHBIX ¢ [gG4-TUH sBnsioTcst BeIpakeHHAs
muddy3Has Wi (HoKabHAS WHTCPCTHIIMAIBHAS HH-
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(GUIETpaIs TUIa3MaTHYeCKIMA KIIETKaMU B JTMQO-
IIUTAMH ¥ HHTEPCTUIMATIBHBIN (PHOPO3, B TOM YHCIIE CO
cTOpro(hOPMHBIM TIATTEPHOM, KOTOPBIN PEIKO MOXKHO
BCTpeTuTh TpH Apyrux popmax TUH. Muorma MoxkHO
00HAPYKUTHh KJIETKH MOTTa (TIa3MaTHIeCcKue KICTKH
C MHOXKECTBEHHBIMH KPYTHBIMH BaKyOJISIMH B ITHUTO-
1a3Me, CoIeprKaIiMyA HUMMYHOTTIOOY/IHHEI ). D03UHO-
(brbHas HHOMIBETPAIHS — €I1e OIMH YacTo BCTpedae-
MbIid tartepr [gG4-TUH, omHako aHHBIN TIPHU3HAK HE
SIBJISIETCSI CTISIM(PUIHBIM 1 TaKKe MOXKET BCTPEUaThCs
MIPY HHTEPCTUIMANBHBIX HeppUTaxX APYToi STHOIOTHN
(JIekapCTBEHHOM, ajUTeprudeckoM). BwiaBisercs pas-
HOM CTEICHU BBIPAKCHHOCTH TYOYJIHT, KOTOPBIA cam
1o ceOe He HeCeT HUKAKUX CIEeIU(UICCKIX YepT U SB-
nsiercst HeoThemyieMor dacteio TUH mo6oit atnomo-
THH. YYUTHIBas MAJIBINA pa3Mep OMOTICHITHOTO MaTepHa-
JIa TKaHW TIOYKH, OOIUTEpUPYIOMHH (GIIeOUT SBIsIeTCS
KpaifHe peakoi Mop(hoJIorHIeCcKoi Hax0omKok [6, 12].

[Ipy UMMYHOTHCTOXHMHUYECKOM HCCIEIOBaHUHU
B OOJBIIMHCTBE CITydaeB BBHISABIACTCS MOBBIIIICHHE
[gG4-1O3NTHBHBIX TUTa3MaTHYECKHUX KIIETOK, OTIpe/Iie-
nsieMoe kKak 0oree 10 KIIETOK B OJHOM ITOJIE 3PEHUS
pu OomeiioM yBenmdeHuu (400). OnpeneneHue co-
otHomeHus [gG4/IgG MoxkeT OBITh TIOJIE3HO B CITydac
BBEIpOKEHHOTO (hUOpO3a MPU OTCYTCTBHH aKTHBHOTO
BocnasieHus. CiieyeT HOMHHUTB, 9TO IIOT00HbIE H3Me-
HEHU HE SIBIIIOTCS TATOTHOMOHUYHBIMH, U yBEITNYe-
Hue KonnuecTa [gG4-MO3UTHBHBIX TTa3MaTHIECKIX
KJIETOK B BOCTIAINTENIbHOM HH(HUIBTPaTe MOXKHO Ha-
omonarse ipu ANCA-BacKynuTax, BOCIATUTEIHHBIX
3a00JICBaHNAX KHIIICYHHKA, BOJTYAaHOUHOM HedpHTe,
oonesnn Kacremsmana [6].

Jlero3utsl UMMYHOTIIOOYTHHOB W (DpakIiii KOoM-
IUIEMEHTa B TyOyISIpHOW Oa3aJIbHOM MeMOpaHe sB-
JISFOTCA BOKHBIM OTIIMYHUTENBbHBIM TIpu3HakoM [gG4-
TUH n ompenenstorcsa 6onee gem B 80 % ciydaes. B
TO Bpems kKak IgG4 sBIsIeTCS TOMUHHUPYIOIIAM TION-
KJlaccoM nenoHupoBaHHoOro IgG, Apyrue momkiaccs
IgG u IgA taxxe BcTpedatoTcst B 6azanbpHOM MeMOpa-
He. bonee penxumu Haxomkamu siBisttorest C3 u Clq.
Y. Raissian et al. (2011) ycTaHOBHIM HHTEPECHYIO
3aKOHOMEPHOCTb, 8 UMEHHO, YTO YaCTOTa BBISBIISIEMO-
CTH JICTIO3UTOB B TyOYIISIPHBIX 0a3aabHBIX MEeMOpaHax
MIPSIMO TIPOTIOPIIMOHAEHA JABHOCTH TIopaxxeHus. [Ipn
octpom TUH ¢ mMuHMMaIhHO BEIpaKEHHBIM (GHOpO-
30M JIEMO3UTHI HE OMpeNessuInch. 1Ipu XxpoHndeckoM
THH ¢ pacipocTpaneHHBIM (PrOPO30M ACTIO3UT BHISB-
nensl B 95 % cmyqaeB. [Ipu pazBuTom ckiiepose ¢ He-
3HAYNTEIHHBIM BOCTIAJICHHEM JIETIO3UTHI BCTPEYAIOTCS
B 100% cmyuaeB [13]. Hanmume u crenens omiioxe-
HUS DIIEKTPOHO-TUIOTHBIX JETIO3UTOB B TYOYJISIPHBIX
0a3aspHBIX MeMOpaHax, BBISBISEMBIX TPH JJIEKTPOH-
HOW MHKPOCKOIHH, OOBIYHO KOPPENUPYIOT C JaHHBI-

MH HMMYHOQITIOOPECIIEHTHOTO HccaemoBanus [14].
Kommproreprast Tomorpadusi ¢ KOHTPACTHBIM YCH-
JICHUEM sIBIsIeTCs Hamboiiee MH()OPMATHBHBIM METO-
JIOM HHCTPYMEHTAJIbHOM THarHOCTHKH [T BBISIBIICHUS
CTPYKTYPHBIX aHOMaJHid Mmodek y OombHBIX ¢ 1gG4-
acconuupoBaHHON Hedponarueit. Kiraccmaeckumm
HaXO/IKaMH SIBIISTIOTCSI IBYCTOPOHHUE OIMHOYHBIE WITH
MHOKE€CTBEHHBIE THITOJICHCHBIE KOPTUKATBbHBIE y3EeITKH
OKPYTIION MJIH KIIMHOBHIHOU (hopMBI. B cirydasx, kor-
Jla WCIIONh30BAaHHE PEHTT€HOKOHTPACTHBIX BEIIECTB
MTPOTHUBOTIOKA3aHO BBUY HAPYIICHHUS BBIACIUTEIbHON
(yHKIIMH, TBYCTOPOHHEE YBEIMUYEHHUE IMOYCK C -
(y3HBIMHA HEOTHOPOTHBIMH BKITIOUSHHUSMH, BBISBIICH-
HeIMH ¢ momoIiplo Y3U unu nHatuBHOM KT, mMoxer
MMOMOYh B YCTaHOBKE MPaBHIILHOTO nuarHosa. Kpome
TOTO, B MOMOOHOW CHUTyaIl aJlbTEPHATHBHON METO-
TUKOH MOXKET CITy’KUTh Ir((y3nOHHO-B3BEIICHHAS
MPT, xotopas B ucciemosannu B. Kim et al. mokasa-
ma 100% d9yBCTBUTEIBHOCTD B JETEKIMH CTPYKTYp-
HBIX U3MEHEHHH 1mouek Ha panHe# cramnu [gG4-TUH
[15]. HawubompImme IHArHOCTHYECKHE CIIOKHOCTH
MPEACTABISIIOT CIy4ad BBIBICHHUS OJHOCTOPOHHHX
SKCTpapeHaJIbHBIX, B TOM YHCIIE PaCIlOIOKEHHBIX Ha
TTOYEYHON Karicyiie, 00pa3oBaHMUi, KOTOPHIE 3a9acTyIO0
ObIBacT TPyIHOM T PPEHITPOBATE CO 37T0KAYECTBEH-
HBIM HOBOOOpa30BaHMEM, YTO MOXKET TIPUBECTH K He-
obocHOBaHHOM HepIkTOMHUH [16].
IgG4-accommmpoBannas MemOpaHo3Hass Hedpo-
natua (IgG4-MH) sBnsercst peakuM TMpOsBICHHEM
IgG4-Ab w pmarHocTHpyeTcs TPHOIM3UTEIHLHO Y
7-10% 6omeubIX ¢ [gG4-TUH. dpyrue dopmsr mio-
MepyJIoTaTHii, Takue Kak Oo0Ne3Hh MHWHHMAaJIbHBIX
mMeHennil, IgA-medponarus, mnpommdepaTuBHBIC
BapHUaHTHl TJIOMEPYIOHE()PUTOB BCTpPEUAIOTCA Pe-
KO, W TaToreHeTndeckas cBs3b ux c¢ [gG4-Ab moka
Manonokaszana. V3zonmpoBaHHbIe (POPMBI TIOPAKESHHUS
mouek B Buze IgG4-MH onmcanbl B eIUHUYHBIX CITY-
qasx. [gG4-MH wame auarHoctupyercss y My»KIHH U
00BIYHO MaHU(ECTHPYET BBIPAKEHHOU MPOTCHHYPH-
el ¢ KIMHIYECKUMH TPOSBICHUAMHI HE(PPOTHIECKO-
TO CHHJIpOMa, COIIPOBOXKIaeTcs mosbimeHneM 1gG4 B
CBIBOPOTKE KPOBH M OTCYTCTBHEM CITEI(PHIECKOM TT1a-
TOJIOTHY TIPH MHCTPYMEHTAJBHBIX HccieqoBanmsax. K
3TOMY BPEMEHH, KaK MPaBHIIO, UMEIOTCS JIPyTHe JKC-
TpapeHaIbHbIE PosBIcHUS 3a0oneBanus [17,18].
1gG4-MH MO)XXHO OTHECTH K OJHOMY M3 BapHAHTOB
BTOPHYIHON MeMOpaHo3HOU HedpormaTud. B To ke Bpe-
Msl, B JINTEPAType OIMUCAHBI CIIydau epBUIHON MeMOpa-
HO3HOH HedponaTin y martmenToB ¢ [gG4-Ab, aro ipen-
ToJTaraeT BO3MOKHOCTh CHHXPOHHOTO CYIIIECTBOBAHHMS
atix AByx maroyormid [19]. IgG4-accommmpoBanHas
HedponaTusi B OONBIITMHCTBE CITy9IacB MaHU(PECTHPYET
TyOyJIOMHTEPCTUITHATBHEIM HE(PPUTOM, CIICIOBATEIIH-
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HO, ne0rot 3aboneBanns B Buze IgG4-MH moxer ObITh
HEBEPHO MHTEPIIPETHPOBAH, 0COOEHHO TPH OTCYTCTBHN
TIPU3HAKOB TTOPaYKeHMS JPYTUX OPraHOB.

Krnaccmueckne — THCTONOTMYECKHE — HAXOIKH,
BKJTFOUAIOIIE MHTEPCTUITHANBHBIA (udpo3 n [gG4-
MMO3UTHUBHYIO JIMM(OIIIa3MOITUTapHY0 HHOUIBTPa-
[IUI0, B CJIy4ae H30JMPOBAHHOTO TIIOMEPYISPHOTO
MOPaKeHHMS Yallle BCET0 OTCYTCTBYIOT. IMMyHOMITI00-
PECIIEHTHOE MCCIIE0BAaHNE TKAaHM TOYKH y OONBHBIX
¢ IgG4-MH 006b19H0 TeMOHCTPUPYET HATMYNE TPaHy-
TspHBIX neno3utoB C3 u IgG BIoms mmoMepyspHOi
OazanpHON MeMOpaHbI, U3 KOoTOphIX IgG4 sBngercs
JoMuHUpYyIommM. OTHAKO, YYUTHIBAs, 9TO WAMOMA-
tnaeckas MH Ttaxxe nmeer [gG4-omocpenoBanHbIN
MaToreHes3, BBIABICHUE nenmo3uToB 1gG4 He MOXKeT
MMETh pelIalonero 3HaueHus B ee muddepeHmas-
Hoit muarHoctuke ¢ [gG4-MH. Kpowme Toro, Hammdame
CyOdHIIOTEIMATBFHBIX W ME3aHTHATBHBIX JIEMO3UTOB
B JIOTIOJTHEHHNE K CYOSMUTENHATBHBIM MOXKET CBHUJIE-
TEIHCTBOBATh O BTOPUYHOM STHOJIOTHH 3a00JICBAHMS.

AmnTtuTena x pernentopam Gocdomumnaszel A2 (anti-
PLA2R), sBasiomuecs KIACCHYSCKUM TKAHEBBIM
MapKepoM OTHOTO U3 BAPUAHTOB ITEPBUYHON MEMOpa-
HO3HOU Hedpomarun, y 6ombHbIX ¢ [gG4-MH B oga-
BIISIFOIIIEM OOJBIIMHCTBE CIIy4aeB HE OMPEeIIIOTCS.
Tax, B pabote M. Alexander et al. (2013) au y omHOTO
13 8 OOJBHBIX C TUCTOIOTHYECKH TIOATBEP KIEHHBIM
nmuarao3oM [gG4-MH mipu ummMyHO(QII00pECIICHTHOM
WCCIIEZIOBAaHUM OMOMTAaTOB HE BBISBICHO SKCIIPECCHU
anti-PLA2R [18]. Kpome Toro, A. Khosroshahi et al.
(2012), nccnenosas 28 OompHBIX ¢ IgG4-Ab ¢ Bo-
BJICUEHHEM Pa3IMIHBIX OPTaHOB, HE BBIIBIIIA y HUX
nmupKyaupytommx anti-PLA2R [20]. B To ke Bpewms,
CJIeIyeT MOMHUTH, YTO CEPOJIOTHYECKHIA METOT OTpe-
neneHus TuTpa anti-PLA2R B oTimume oT TKaHEBO-
ro HE MOKa3al CBOEH BBICOKON YyBCTBUTEIBHOCTH U
CrIenu(UIHOCTH.

Hecmotps Ha T0, uTO Yy psina marwieHToB ¢ [gG4-Ab
MOTYT OTMEUYaThCs CIOHTAHHBIE PEMUCCHH, OOJNb-
IIMHCTBY MAIlEHTOB TpeOyeTcs He3aMeIIHTeIhHOe
HAJaJIo JIEYeHUs C eJIbI0 IPEeI0TBPAIIEHHUS TPOrpec-
CHUpOBaHUs 3a00JI€BaHUS W PA3BUTHS OCIOKHEHHU.
[ TIOKOKOPTUKOUIBI SABJISIFOTCS TIpenaparoM MEPBOM
TUHUW 7 JtedeHns O0onbHBIX ¢ [gG4-Ab. B kade-
CTBE CTapPTOBOM 03Bl HarOoJIee YaCcTO PEKOMEHAYIOT
npenan3oioH B mo3e 30-40 mr/cyt wim 0,6 mr/kr/
JIeHb B TeueHHE 2—4 Hell ¢ NOCIEIYOIINM OCTEIEH-
HBIM CHIKEHUEM J103bl U MOJHONH OTMEHOM IO ucTe-
yenuu 3—6 mec. JlaHHas cTpaTerusi peKoMeHj0BaHa
pemeHueM MeXTyHapOJIHOTO KOHCEHCyca I0 Jiede-
Huto 1gG4-Ab BceM CHMITOMHBIM Tal€HTaM B aK-
TUBHOW CTaany 3a00JIeBaHUA, a TAKXKe JJIS Teparnu
CyOKIIMHIYECKHX (OPM C BOBJICUCHHEM KHU3HCHHO
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BaXHBIX OPTaHOB, TAKMX KaK MMOYKH, TTOKEITyTOTHAS
JKele3a, TemaToOMINAPHBIN TPAKT C IeNbI0 TPEIoT-
BpalleHus1 HeoOpaTUMOTO IIOBPEXKACHUE OpPraHOB
[21]. ABTepHATHBHBIH TOAXO MIPEATIONATACT IPUEM
MOJICP KUBAIOIIEH JT036I KOPTHKOCTEPOHUIOB B J103€
2,5-5 Mr/cyT mauTenbHOCTRIO A0 3 ser [22]. Dd-
(heKTUBHOCTH TIIIOKOPTUKOMAHON TEparuu BapbHPY-
€T B pa3HBIX KOTOPTax OOJBHBIX B 3aBHCHMOCTH OT
0COOEHHOCTEH TeueHHus 3a00JIeBaHMs, HO, B IIEJIOM,
MO3BOJISIET JOOUTHCS oTBeTa Oomee ueM B 80 % ciry-
gaeB. Mcxons u3 manHoro (hakra, XOPOITrii OTBET Ha
TEpanuio CTEPONIAMU MOXKET CIYKUTh KOCBEHHBIM
noaTBepxkaeHneM quarnos3a IgG4-Ab. B cirygasx pe-
[UAMBA TIOBTOPHBIE KypPCHI TITFOKOKOPTHKOCTEPOHIOB
MOTYT OBITh UCIIONB30BAaHBI B PEKHUME, HA KOTOPOM
paHee ObIJIa JOCTUTHYTA peMuccus 3adoeBanms [ 16].
N3y4as MexaHW3MBI BBICOKOH 3(PPEKTUBHOCTH TIIIO-
KopTHKOCTeponoB y OombHbIX ¢ [gG4-Ab, T. Iguchi
et al. (2018) BeisIBHIIH G0JIEe BRIPAXKECHHYIO DKCIIPEC-
CHIO TITIOKOKOPTUKOMIHBIX PEIENTOPOB B (hUOPO- |
muopudpodmacrax, CD4-mo3utuBHBIX T-KIIeTKax u
IgG4-TO3NTHBHBIX MIa3MAaTHIECKUNX KIETKaX TKaHU
TTIOYKH B CPaBHEHUHU C PEAKON W CIa0OBBIpaKCHHOMH
JKCIpeccrell aHAIOTUYHBIX PEleNnTOPOB Y OOIBHBIX
¢ cuaapomoM Illerpena [23].

KopTukocreponnHasi Teparusi CYMTAETCS BBICO-
ko3¢ dexruBroit y OompmmHCTBA OONMBHBIX ¢ [gG4-
THH, ogHako He Bcerja MPUBOAUT K MOJHOMY BOC-
cranoBiennio pynaknun nodek. Tak, T. Saeki et al.
(2013) B mmTEeNEHOM HAONIOAATETLHOM HCCIEIO-
BaHWH, OIlCHWBaBIIEM 3()(PEKTUBHOCTH TITIOKOPTH-
kongHOB y 34 OompHBIX ¢ IgG4-accoummpoBaHHON
Heponarueid, mokazanu, uyro npu ucxogHor CKD
>60 mi/mun/1,73 M? B TeueHHe BCETO TEPHOIA Ha-
omonernst cpennee 3HaueHne CKO cymecTBeHHO
He m3MeHsu1och. [Ipu 3ToM B moarpymnme OONBHBIX
¢ CK® <60 m/mMun/1,73 Mm%, HECMOTPSL HA HUCXOTHO
BBIPQXCHHYIO TOJIOKHUTEIBHYIO JUHAMHUKY, OBLIO JT0-
CTUTHYTO JHIIb YaCTUYHOE BOCCTAHOBJICHHE BEI/IE-
TUTENHHONU QYHKITNN TIoUek [24].

Hecmotpst Ha BBICOKYIO 3((HEKTUBHOCTh MHHITH-
aNbpHOI Tepanuy, Ha (pOHE CHIDKEHHS O3Bl WA OT-
MEHBI TIIOKOKOPTHKOUIOB y OonbHBIX ¢ [gG4-Ab
OTMEYaeTcsi BBICOKAs YacTOTa pPEIUIANBAPOBAHUS
3a0o0neBaHmsI, KOTOpas MOXeT JOCTUTaTh 26—46%.
C menpio mommepyKaHuMs PEMUCCUU 3a00JIeBaHMS, a
TaK)Ke CHIDKCHHUS KyMYJISITHBHOTO PHCKA JITUTEIBHON
cTeponHON Tepanmuu y O0onmpHBIX ¢ IgG4-Ab MoryT
OBITH MCIIOIB30BaHBI a3aTHOIIPHH, MUKO(EHOIaTa MO-
(detmi, merorpekcar, mukiopochamuna. aHHBIE 00
3¢ PEeKTUBHOCTH ATUX IMMYHOCYIIPECCHBHBIX CPEICTB
B OCHOBHOM TIOJTyY€HBI TI0 pe3yJIbTaTaM HEKOHTPOJIH-
PYEMBIX HaOMIOAATENFHBIX HCCIIENOBAHUM, MTOITOMY
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onTUMalbHAas (PapMaKoIOTHIecKast CTPaTeT sl UX TPH-
MEHEHHUS K HACTOSIIEMY BPEMEHH OCTaeTCsl HeSICHOU
[25].

HccnenoBanust mocineaHNUX JIeT TOKa3alld BBICO-
Kyt0 3P PEKTHBHOCTh pUTYKCHMaba B JICUCHUHN OOJIh-
HbIX ¢ IgG4-Ab, B TOM 9ncie ¢ MopakeHHEeM TOYCK.
[ToaTBEepXkIeHNEM ITOMY CITYKaT pe3yabTaThl HelaB-
HETo cucreMaTudeckoro 063opa L. Betancur-Vasquez
et al. (2019) 27 crareii ¢ BkItoOUeHHEM 264 TIaIieH-
TOB, pe(hpaKTepHBIX K ITIOKOKOPTHKOUIAM U IPYTUM
MMMYHOCYTIPECCAaHTaM, B JICYEHUH KOTOPBIX MPHMeE-
HTH pUTyKcMMad. B ciydasx, korma puTyKCHMao
MCTIOJIH30BAJICS B KaUueCTBE CPEACTBAa BTOPOU JIMHHUU
Tepanuu, ero 3¢gdexruBHOCTs coctaBmia 90,7 %. B
10% ciydaeB, xorna puTykcumad OBIT TpernaparoM
MIEPBOH JIMHWH, BCE TIAIIIEHTHI OTBETHIIN HA JICUCHHE
co 100% s>dpdexTuBHOCTEHIO [26].

OTMedeHO, 9TO peaxiusl Ha TITIFIOKOKOPTHKONIHYTO
Tepanuio oTmuyaeTcs B cydasx 1gG4-TUH u 1gG4-
MH. B T0 Bpems Kak W30JIMPOBAHHOE TYOYIIOMHTEP-
CTHIMATFHOE TOpaKeHHWE MMEET JIYYIINH OTBET Ha
Tepamnuio, TIOMEPYIIpHBIE (OPMBI OOBIYHO XyKe
MTOIIAIOTCS JICUCHUIO M 9acTO TPEOYIOT KOMOMHHUPO-
BaHHOH Tepanmu. Tak, B cepun ciydae 1gG4-MH,
ommcanHeIXx M. Alexander et al. (2013), 2 mamuenTa
MOTyYaId MOHOTEPAIHIO PEAHU30JI0HOM, 2 — TIpe/-
HU30JI0H B COYETaHUM ¢ MUKO(EHOJIaTa MOPETHIIOM,
1 — KOMOMHHPOBAHHYIO TEPAIHIO MTPETHU3OIOHOM U
TaOJIeTHPOBAHHBIM ITHKIOPochamuaoM, 1 — MHKO-
(denomara ModeTni mocie HedpPEeKTUBHOHN Teparnuu
putykcumabom. IIpu 3ToM B 3 ciydasx JOCTHTHYTO
CHIDKCHHE CYTOYHOH NMPOTEHHYypHH MeHee 1 T/cyT,
B OCTQJIBHBIX 3 — OTMEUYEHO CHIDKEHUE TPTEHHYPHUN
>50%, HO He HIKe | r/cyT. Eme ogwH mamueHTt He
MoJy4an JIEYeHHS M B TeueHHe 3 JIeT JOCTUT KO-
HEYHOU CTaaWM XPOHWYECKOW Oorye3nm rmouek [18].
K. Miyata et al. (2014) cooOmuam 0 IBYX CIydasx
¢ IgG4-TUH, accoumnpoBanubix ¢ IgG4-MH, B ko-
TOPBIX TPOTEUHYPHs COXpaHsIach Ha (hoHe MpoBO-
JUMOW MOHOTEpAIUY TIFOKOKOPTUKOCTEPOUTAMH U
MOJTHOCTHIO Pa3pelIniiach TOJIBKO ITOCHE JTOTIOIHH-
TETFHOW MMMYHOCYyTpecchn Mmu3opuomHoM [17]. B
KITMHIYECKOM cirydae, omncanHoM W. Zhang et al.
(2018), y marmmenta ¢ 1gG4-TUH u 1gG4-MH Tonbko
JUTATETbHAS TePanis KOPTUKOCTEPOUIaMHU B TEUCHIE
24 Mec TipuBelIa K IOJTHOW PeMHUCCHH He(PpOTHIECKO-
O CHHApPOMAa M YaCTUYHOMY BOCCTAHOBIIEHHIO BHI-
nenuTenbHON GyHKIMN modek [27]. Takum oOpazomM,
MOJKHO KOHCTaTHpOBaTh, 4To Jicuenune 1gG4-MH sB-
JITeTCS TPYIHOM 3amadeid, TpeOyeT HHANBHIYAITHHOTO
Mmoaxofa, KpaHe peaKo OOXOAWTCS TMPUMEHEHHEM
OJTHOTO TIperapara H, B IIeJIOM, COTPSHKEHO C BBICO-
KHM PHCKOM HEOIarompusITHOTO MPOTHO3A.

B ommcaHHOM KIMHHYECKOM CiTydae y TalHreHTa
WMENNCh TONBKO JIBa JTMATHOCTHYECKHX KpPUTEpPHUS
IgG4-Ab, a nmeHHO, HHOUIBTPaTHBHBIE H3MEHEHHUS
B TIO/DKETYIOYHOW XKele3e, JIETKUX W TOBBIIICHHE
ypoBHS 1gG4, MOATOMY MOXHO TOBOPHTH TOJIEKO O
Bo3MO)kHOM muaraose 1gG4-Ab. [Ipu rucronormue-
CKOM HCCIICIOBaHMH MaTepuaja Heppobmorcuu oT-
CYTCTBOBAJIM MPHU3HAKN aKTUBHOTO MHTEPCTUIHAIb-
HOTO BocnayieHus u pudpo3sa. Kak cinemcraue, 310 He
TTO3BOJIFJIO HaM pacrioyarath Hawmbosee crienndmy-
HBIM JHArHOCTHYECKUM KPHUTEPHEM, KOTOPBIM SBIISI-
ercsi IgG4-mo3uTwBHAS TMazMouuTapHas WHQUIb-
Tparus. CHCTeMHBIH XapakTep 3a00JIeBaHUS C BO-
BJICYEHHEM HamOoJiee YacTO MOpakaeMbIX OPraHOB,
OTCYTCTBHE aJbTEPHATHBHBIX TPUYHUH BBISBICHHBIX
W3MEHEHHH, 503NHO(HINSI KPOBH M KOCTHOTO MO3Ta,
MTOJIOKUTENbHAS TMHAMIKA Ha (DOHE TepaITuy TITFOKO-
KOPTHKOCTEPOUIAMHU SBIISIOTCS JOMOTHUTEITFHBIMU
apryMeHTamMu B Toiis3y amarHo3a IgG4-Ab. Crout
OTMETh HETHUIMYHBIA XapakTep MOPaKeHHs IMOYeK,
neOI0THpOBaBIee HEPPOTHUSCKUM CHHAPOMOM TIPH
OTCYTCTBHHM 0O0JIee XapaKTepHOTO Ui JaHHOM IaTo-
JIOTHH TyOYIOWHTEpCTHIIMAIbHOTO Hedputa. I[lpm
9TOM OTpPWIATENHHBIA aHAN3 Ha HaJHMYWue aHTUTEI
kK PLA2R B cbIBOpOTKE KpOBH IMO3BOJIAET C OINpese-
JIEHHOW CTENeHBbI0 BEPOATHOCTH YTBEP)KIAaTh, YTO
TUATHOCTHPOBaHHAS MEMOpaHO3Hass HepoIaTus
SIBJISICTCSI BTOPHYHO# 10 oTHOIeHMIO K IgG4-Ab. Ha
(hoHE IIUTETHHOTO TIpHeMa MPEeTHU30JI0HA YIAIOCh
TOOUTHCS pPETrpeccuu He(PPOTHUESCKOTO CHHIPOMA,
3HAYMMO YMEHBIIWINCH KIMHUYECKHUE MPOSBICHUS
XpOHMYECKOTO MaHkpearuTa. Hapsany ¢ atum, coxpa-
HSUTCh WH(WIBTPATUBHBIE W3MEHEHUS B TIOIKEIY-
JIOYHOH JKenese, JeTKHuX, MOoBbImeHre ypoBHs 1gG4.
JlmarHocTHpOBaHHBIN MTPU KOHTPOJIILHOM 00CiIenoBa-
HUU CaxapHbIi AnabeT, BeposTHEE BCETO, CBA3aH KaK
C BTOPUYHOM MHKPETOPHOI HEOCTAaTOYHOCTHIO MOJ-
KEITyTOYHOU KeJE3bl, TaK U C IITUTETHHBIM IIPUEMOM
TITFOKOKOPTHKOM/IOB, YTO CTaBHUT BOTIPOC O HEOOXOIH-
MOCTH KOPPEKIIMHU JanbHelen Tepanuu. B kauectBe
ONTUMAFHOTO BapHaHTa JICUeHUs Y JAHHOTO Talln-
€HTa IeJecoo0pa3HO PacCMOTPETh HCIOIh30BaHUE
puTyKCHMaba.

3AKJIOYEHUE

HecMotpst Ha mOCTHTHYTHIE yCTIeXW B M3YYECHUH
IgG4-ABb, no-nipexxHeMy OCTaIOTCS Psi/T HEPEIIeHHBIX
mpoOiieM. DTHOJIOTHS 3a00JICBaHHUSI M TOYHBIE MeXa-
HU3MBI TIATOTeHe3a JI0 KOHIA HE M3YYEHBI, B PAa3HBIX
MOMYISAUSAX [IUPOKO BapbUPYET CIEKTP JeMorpa-
(hruecknx 0COOCHHOCTEH M KITMHUKO-Ta00pPaTOPHBIX
MIPOSIBIICHNH, HE OTIpe/IeTICHBI eINHBIC TIOAXOABI K Te-
panuu 3a00JIeBaHNsI, OTCYTCTBYIOT KPUTEPHUHU OTBETa
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Ha MTPOBOJIMMOE JIEUCHNE, HET YETKOTO OIpe/IeIeHHUs
moHATHH pemuccust u peruauB 1gG4-Ab, ocobenHo
MIPH MYJIBTHOPTaHHOM MTOPaKEHUH.

YuuteiBas HH3KYIO0 BcTpedaeMocTh I1gG4-Ab, a
TaKkke BapHaOeNbHOCTh €€ KIIMHUYECKHUX ITPOSBIIe-
oy, muddepeHnanbHeIid AMarHo3 TOJDKEH BKITIO-
JaTh WHMEKIIMOHHBIE, CHUCTEMHBIC 3a00JICBaHUA,
3JIOKaYeCTBEHHBIE HOBOOOpa3oBaHus. Tombko WH-
Terpamusl KIMHUYECKUX IPOSBICHHUH, pPe3yabTaToB
mab0paTOPHBIX M TUCTOIOTHYECKUX WCCIIeTOBAHUN
JTOJDKHA JIeKaTh B 0CHOBe auarno3a IgG4-Ab. Hcxo-
Il U3 TOTO, YTO MATOMOP(OIOTHIECKHE HAXO/IKA SB-
JISTIOTCST OCHOBOM Bepudukaruy auartHo3a [gG4-Ab,
KITMHUIMCTHl ¥ TIATOJIOTH B PaBHOM CTETEHW OTDK-
HBI OBITh BCECTOPOHHE OCBEIOMIICHBI O KIIMHHKO-
MATOJIOTUIECKUX OCOOCHHOCTSIX JaHHOTO 3a00ieBa-
HUS, €T0 JUArHOCTHICCKUX KPpUTEpHsiX u quddepeH-
[TUATEHOM JTHarHo3e.
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