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AHHOTauus

LleAb. Onumcartb pOCCUMCKYIO KOrOPTY MAUMEHTOB C MMMYHOTAOOYAMH (Ig)G4-CBAI3aHHbIM peTponepuToHeaAbHbiM hnbposom (PI1D).
MartepuaAbl M MeTOAbL. B peTpocnekTMBHOE OAHOLIEHTPOBOE MCCAEAOBAHME BKAIOYeHbl 36 maumeHToB ¢ anarHozom IgG4-ceasaHHoro PO
B COOTBETCTBUM C NMEPECMOTPEHHBIMU AMArHOCTUYECKMMU KprTepusaimu 2020 r. AHAaAM3MPOBAAUCH KAUHMKO-AQOOPATOPHBIE, MHCTPYMEHTAAbHbIE,
NMaToMOpPPOAOTMUECKME AGHHbBIE MALIMEHTOB.

Pesyabtatbi. B koropte 13 36 naunenToB c IgG4-cBsizaHHbiM PID npeobrasarn MyxumnHbl (COOTHOwWweHMe 4:1), MeanaHa Bo3pacTa Aebiota —
52 roaa, Bpemsi A0 NMOCTaHOBKM AmMarHosa — 8 mec. Haunboaee yacto 3aboaeBaHMe XapakTeEPU30BAAOCh BOABIO B MOSICHULIE MAM HUXKHUX OTAEAAX
kuBota (75%), HapylweHuem yHKuMM nodek (44%), nosbilweHunem cbiBopotodHoro 1gG4>1,35 /A (82%), NOBbLIWEHHBIMKW CKOPOCTLIO OCEAd-
HUs1 3pUTPOLMTOB/C-peakTUBHLIM GEAKOM. B CBSI3M C BbICOKO# H4aCTOTOM KaTeTepM3aLmMM MOYETOUHMKOB Yy 44% MaUMEHTOB BbISIBAEHA MOYEBAs
nHpexums. M30AMpoBaHHoOe nopaxeHue 3a0pIOLIMHHOIO MPOCTPAHCTBA HABAIOAAAOCH B 72% CAydaeB, TUMUUHast AokaAusaumst PI1D B Buae
uHppapeHaabHOro nepuaoptuta — B 58%, Cpeam aTunuUHbIX AOKAAM3aLIMIT OTMEYAAMCH OKOAOTMOYEUYHAsl, OKOAOMOUYETOUHUKOBAS, MPecakpaAb-
Hast. Buoncus (n=23) BbisiBUAA AMMonAazmoumTapHbiit MHdmabTpat (100%), hubpos (87%), 1gG4+/CD138+>40% (71%), pexxe HabAIOAAAUCH
o0bAnTEpUpYIoWNI PAEOUT (26%) 1 303MHODUAbHAS MHPUABTPaLMS (26%).

3akAtouenue. [pu cpaBHEHUU C 3apYOEXHBIMU AAHHBIMU OTMEYAETCsl GOAEE BbICOKAsl YaCTOTa aTUMUYHbBIX AOKQAM3ALIMIA U COMYTCTBYIOWEN UH-
hekumn MOUEBBIBOASILUMX MyTe, YTO CYLIECTBEHHO BAMSIET HA AMArHOCTUYECKME AATOPUTMbI M BLIOOP TEPANEBTUYECKOM TaKTUKU Y MALMEHTOB
c Pro.

KatoueBble caoBa: 1IgG4-cBa3aHHoe 3a60AeBaHME, PETPONEPUTOHEaAbHbIN (hrbpo3, 6oaesHb OpmoHAa
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Abstract

Aim. To describe a Russian cohort of patients with IgG4-related retroperitoneal fibrosis (RPF).

Materials and methods. This retrospective single-center study included 36 patients diagnosed with 1gG4-related RPF according to the revised
2020 diagnostic criteria. Clinical, laboratory, instrumental, and pathomorphological data were analyzed.

Results. The cohort of 36 patients with IgG4-related RPF predominantly comprised males (4:1 ratio), with a median onset age of 52 years
and median time to diagnosis of 8 months. The disease most presented with low back or lower abdominal pain (75%), renal dysfunction
(44%), elevated serum 1gG4>1.35 g/L (82%), and increased ESR/CRP. Urinary tract infection was detected in 44% due to frequent ureteral
catheterization. Isolated retroperitoneal involvement occurred in 72% of cases, with typical infrarenal periaortitis in 58%; atypical sites
included perirenal, periureteral, and presacral localizations. Biopsy (n=23) revealed lymphoplasmacytic infiltrate (100%), fibrosis (87%),
1gG4+/CD138+>40% (71%), with obliterative phlebitis (26%) and tissue eosinophilia (26%) less common.

Conclusion. Compared to international data, our findings reveal a higher prevalence of atypical localizations and concomitant urinary tract
infections, necessitating their consideration in diagnostic algorithms and treatment planning for RPF patients.
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Beeaenue

Vmmynorno6ynusn (Ig)G4-cBsasanHoe 3abonesanne (IgG4-
C3) - 3To cyucTeMHass VIMMYHOOIIOCPE/JOBaHHAas IaTOJIOTNA,
XapakTepysyloljaaca obpa3oBaHMeM BOCIAIUTETbHO-bM-
6posHoro mHuabrpara, 6oraroro IgG4-mOMOKXUTENbHBIMY
IUIa3MOLIMTAaMM, B PA3JIMYHbIX TKaHAX U OpraHax, Cpeiu Ko-
TOpPBIX HamboJ/iee XapaKTePHBIMMU SABJIAIOTCA IIOKeTyJOYHas
Xerne3a (ayTOMMMYHHbI/I IMaHKpeATUT 1-TO TuIa), CTIOHHbIE
u crnesnsle xenesbl (IgG4-cuanoapennt, 1gG4-nakpuoaneHnt,
6omesHbp MuyKynnya), opouThI, kemdHble TpoToku (IgG4-cke-
PO3VPYIOLIMII XONIAHTUT), 3a0PIOIIMHHOE IIPOCTPAHCTBO (pe-
TpoIepuUTOHeanbHblll Pubpos — PIID) [1]. [To maHHBIM ame-
PUKAHCKUX MCCTIefi0BaTeNel, pacnpocTpaneHHocTh 1gG4-C3
cocrasssieT 5,3 Ha 100 TbIC. HaceseHus [2], faHHBIE O pacIpo-
CTpaHEeHHOCTH 3abonneBaHmsA B Poccun oTcyTCTBYIOT.

Iuarnoctrika 1gG4-C3 cnoxxHa u TpebyeT 06513aTeNbHOTO
VCK/TIOYeHUs] Psifid COCTOSIHMIL, CXOXMX 10 KIMHMYECKUM U
nmaboparopHbIM mapameTpaM [3, 4]. B cootBeTcTBUM C CYyIe-
CTBYIOIIVIMM Ha JaHHBI MOMeHT kpurepusamu IgG4-C3 ycra-
HaB/IMBAETCA IPY COYETAHNM XapaKTepPHBIX KIMHNUKO-VHCTPY-
MEHTa/IbHBIX IPM3HAKOB, IOBBIIIEHNA CBIBOPOTO4HOTO IgG4 1
TUIIMYHBIX TaTOMOPQOTOrNYeCKMX TPU3HAKOB, BKIIOYAIOMINX
IVIOTHBI TMMOI/Ia3MOLMTAPHbI MHOUILTPAT C BBICOKUM
comepkanneM IgG4+ nmasmMaTMyecKux KIeTOK, MHOIZA ¢ 00-
pa3oBaHMeM BTOPUYHBIX TMMQPOUITHBIX (OIMKYIOB U IpUMe-
CbIO 903MHOGIIOB, «MyapoHofo6Hbli» (storiform) ¢ubpos un
oburepupyromuit praedur [4-7].

IgG4-casannpt PII® (IgG4-PIID, 6omesnr OpmoHpa)
HposB/IAeTca (GOPMMPOBAaHNMEM I€PUAOPTAIBbHON BOCIIATIN-
TebHO-(PUOPO3HOI MacChl, PACIpPOCTPAHAIOLIENCSA HA IIOA-
B3/IOIIHbIE APTEPUM U HA COCETHUE CTPYKTYPBI — MOYE TOUHMKY
u BeHbI BcrencTBMe KOMIIpeccuy MOYETOYHMKOB BO3SHMKAET
MOYeBOJ 710K C HOCTERYIOWUM Pa3BUTVEM OCTPOrO IOYed-
HOTO HOBpeXJeHMsA U ruppoHedpormdeckoit medopmanum
nouky. KnmHndeckas kapTuHa 3aboneBaHyusA HecteryduyHa
(6onb B MOsACHUIE/>KMBOTE, KOHCTUTYIVIOHA/IBHBIE IIPOSBIE-
HUsA, oTekn). KpoMe THMIMYHOI IepUBacKy/IAPHON TOKaIM3a-
LM, ONIMCAHBI pefikue BapuaHThl PII® ¢ npeuMyIecTBeHHbIM
HOpa’keHMeM JIPYTUX OT/Ie/IOB 3a0PIOIIMHHOTO IIPOCTPAHCTBA,
KOTOpbIe TPeOYIOT TIaTeNbHOI fuddepeHInanbHol fUarHo-
CTUKM CO 37I0Ka4eCTBEHHBIMM, MH(EKUMOHHBIMU U JPYTUMU
3aboneBaHuaMu [6].

CoiBopotounblit IgG4 mpu 1gG4-PII®, o gaHHBIM KMCCre-
JIOBaHMUII, HEPEOKO IOBBINIAETCA YMEPEHHO MM OCTAaeTCHA B
npefenax pedepeHCHBIX 3HAYEHNUIT, a BBIIONHEHME OMomncum
BC/IEICTBME TPYZHOMOCTYIIHOI IIEPMAOPTA/IbHOIM JIOKA/IM3a-
v (uO6pPO3HOro KOHITIOMEpaTa B pPeabHOM KIMHMYECKON
IpaKTUKe YacTO 3aTPyJHEHO, YTO 3HAYMTETHHO OC/IOKHAET
Bepu¢uKaImio guarHosa [8]. YumTeiBas dyactoe BOBJIEUEHME

MOYEIIONIOBOI CUCTEMBI M PUCK >KU3HEYTPOXKAIOIINKX OCIOX-
HEHMII, HOMIMO MeXaHIYECKOTO YCTPaHeHNs MOYeBOro O/10Ka
OONBIIMHCTBY MAlMeHTOB TpeOyeTcsa CUCTeMHas MMMYHOCY-
IpecCUBHAsA Tepalus, B IePBYI0 odepelb ITTIOKOKOPTUKOU/A-
MM, HEpeIKO B COYETaHUM C aHTU-B-K/IeTOYHBIMM HpemnapaTa-
My (pUTyKcMMabom, NHeOMIM3yMaboM), OFHAKO OIITHMAIbHAs
POJIb CTepONJ-cOEeperaolux peXKMMOB U IIUTETbHOCTD Tepa-
MY 10 KOHITA He OIIpefie/ieHbl.

Tpagnuuonno PII® sBmAncs mpegMeToM M3YYeHUs ypo-
JIOTOB, @ JIedeHMe OCTABaIOCh IPEUMYIIECTBEHHO XMUPYpPIU-
yeckuM. OfjHaKo BbICOKasA dactoTa IgG4-cBA3aHHON (OpMBI
3a60/1eBaHMA, IMMYHOOIIOCPEIOBAHHbIIl XapaKTep MaTONOTNH,
HOJIOKUTE/IbHBIN OTBET HAa MMMYHOCYIIPECCUBHYIO TepaIIiio
00yCIIOBNMBAIOT HEOOXOAMMOCTb YYaCTUsA PEBMATO/IOra B Be-
JeHUM TaKMX ManyeHToB. B HacTosmee Bpems IgG4-C3 moxer
paccMaTpuBaThCA KaK CUCTEMHBIN BACKY/IUT COCY/IOB pasymd-
Horo Kamb6pa. IgG4-PII® He sB/sIeTCS UCKIIOYEHUEM: B OOTIb-
IIVHCTBE HAOMIONEHNIT pedb UAET O XPOHMYECKOM IIepyaop-
TUTE, a 110 JAHHBIM IUCTONIOTMYECKOTO MCC/IEJOBAHNUSA HEPEJKO
o6Hapy>xuBaeTcst o6mutepypyomuit gprebur [1].

Hacrosinee mccrenoBaHme IpefcTaBiseT IIEPBYIO poc-
CUIICKYI0 OJHOLIEHTPOBYI0 KOropTy manueHToB c IgG4-PII®
C IeTa/lIbHON KIIMHYUKO-7a00PaTOPHOI, MHCTPYMEHTA/IbHOI 1
MOP(OIOTIYECKOI XapaKTePUCTIKOIL.

Ilenb MccIemoBaHMA — OMMCATh KIVHMKO-TabOpaTopHbIe,
MHCTPYMEHTa/IbHbIe U Mopdonorndeckne ocobenHoctu IgG4-
PII®D.

MaTepMa/\bl U METOADI

B perpocnexTuBHOe 06CepBallMOHHOE OIMCATEIbHOE VC-
ClIejoBaHMe BKTIOUEHBI 36 MallMeHTOB, MPOXOAUBIINX 06CIe-
noBaHue u nedenne Ha 6ase PI'BHY «HUMP um. B.A. Hacono-
BOJi» ¢ 2014 1o 2025 r. KputepueM BK/TI0YEHNSA B UCCIEOBAaHNE
ABNANOCh COOTBeTCTBUE JuarHo3y IgG4-C3 mo kpurepusam
Umehara 2011 r. (mepecmotp ot 2020 r.) [5], a UMeHHO:

I. InddysHbiil nin n0KaInM30BaHHbLI OTeK, 06pa3oBa-
HIe VIN y3enmKu, XapakTepHble mna IgG4-C3 (sa mc-
K/II0YeHeM TMM(OY3/IOB).

II. Yposens IgG4 B cbiBOpOTKe KpoBu >135 Mr/mj.

III. ITo3sUTUBHOCTD 11O [IBYM U3 C/IERYIOIMX TPEX TMCTONO-
IMYECKUX KPUTEPUEB:

1) mnoTHbll MMMQOIIa3MOLUTAPHbIA  MHOUIBTPAT
¢ dpubposom;

2) coornomenne IgG4+/IgG+ mmasMaTMYecKMX Kile-
TOK >40% mnu >10 IgG4+ B none speHus;

3) TUIMYHBIN «Myaponofo6HbIl» $Gubpo3 u obmute-
pupyoumit Gpredut.

ITpu coueTaHumM BCeX TpeX KpUTepMeB AMATHO3 CUMTANICA

nocroBepubiM (definite), I+II1 - npenmonaraemsim (probable),
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I+II - BeposaTHbIM (possible). IlanueHTsI ¢ pegKUMU JIOKAIN-
sanusiMu PTI® (6e3 BOB/IeYeHMst aOPTHL ¥ MOAB3[OIIHBIX ap-
Tepuit) BK/TIOYEHBI B MCCIeOBAHMe TIPY HATUYUY TYCTONOTH-
YecKMX KpuTepyeB. [TallMeHTDI ¢ BOCIaMUTETbHO aHEBPU3MOIT
OpIOIIHOI AOPTHI U IlepuaHeBpuU3MaTndeckuM Gpubposom Tak-
Ke BK/TIOUeHbI B Mcc/leffoBaHue (He sBsooTcsa Gpopmamu PIID,
a Hapsagy ¢ PII® BXOAAT B CIEKTp XPOHMYECKOTO Mepuaop-
tuTa) npu Hamauyu kpurepues II u/wmn III. B uccnegosannme
He BK/IIOYEHbI MAlVMEHTbl C BBICOKOJ BEPOSATHOCTBIO JPYTUX
npudut PII® B OTCYTCTBUE IMCTONOIMYECKOI BepupUKALIL.
VIHCTpyMeHTaNbHasA AMATHOCTHUKA IPOBOAMIACH TIOCPEICTBOM
KOMIIBIOTEpHOTI ToMOorpaduu ¢ KoHTpacTHIM ycuneHueM (KT ¢
KY), MarHUTHO-pe3OHaHCHOM ToMorpaduu WIM HOSUTPOH-
Ho-sMuccnoHHo Tomorpaduu (II9T-KT) ¢ proppesoxcnrio-
K03011. MefiMKaMeHTO3HasA Tepanus 3a60/IeBaHNsA B OCHOBHOM
BK/TIOYasIa IPUMeHEH)e HUSKUX (10 15 MI/CyT B IIpeHN307I0-
HOBOM 9KBUBAJIEHTe) WK cpenHux po3 (or 15 go 30 mr/cyr)
HepOpasbHBIX I/TIOKOKOPTUKOMTOB IIPENMYILECTBEHHO B COYe-
TaHMU ¢ puTyKcumaboM (o 1000 mr 0-14-11 fHu, ganee — 500-
1000 mr 1 pas B 6 Mec) u/vmu nuxaopochaMuoM (6 Kypcos 1o
600-1000 mr, manmee — 200 mr/Hen).

KonmyecTBeHHblE [jaHHBIe IpM TI000M BUJE pacIpefe-
JIeHMs TIpefiCTaB/IeHbl B GopMmare: MefinaHa (IPOLEHTUIb 25;
HpOLEeHTUIb 75). [N MpoBepKu paclpefieNieHNa Ha COOTBET-
CTBME HOPMa/bHOMY Mcnonb3oBaH TecT [Mlanmpo-Yunka. [Jns
CTaTMCTMYECKOTO aHamM3a M rpadyyeckoro OTOOpaKeHUs
Marepuana ucmonb3oBaHsl Microsoft Excel Bepcus 16.100.1,
GraphPad Prism Version 10.1.1.

Pe3yAbtarnbl

O6was xapaxmepucmura

DonbIyio 4acTh MallMeHTOB COCTABMIAMM MY>KYMHBI, ITPU-
MEpHO€ COOTHOIIEHVEe MY>XYMH K JKEHIIVMHAaM cocTaBmio 4:1,
MefuMaHa Bo3pacTa Aebrora — 52 roga. Bpems or mosBreHus
HepBbIX CUMIITOMOB 10 OCTAHOBKY AMarHosa (ecam ycTaHo-
BUTDb 3aTPYJHUTENBHO — IO TOYKM Hayajla Tepamuu) — 8 Mec.
Y 10 (28%) manueHTOB HOMMMO 3a0PIOLIMHHOTO IIPOCTPaH-
CTBa SIB/I/INCH MOPAXXEHHBIMU IPyTHe XapakTepHble Ayt IgG4-
C3 opraHbl: HOPKeTyAOYHAsA JXene3a (n=2 — ayTOMMMYHHBII
MaHKpeaTuT, 1 — ¢ pa3BUTIEM OOCTPYKIMMU XONMef0Xa), TeTKue
(n=4 - y3enxu nm o4aryu «<MaTOBOro CTeKa» 6e3 mopdonoru-
4eCKolt BepuuKaiym), Io4Kku (n=2 — FTUIOfeHCHbIe OYaTy WK
TyOYIOMHTEPCTULIMAIBHBII HePUT), Tadyxu (n=2 — CUHYCUT,
TIOJINIIO3), OHIDKHEYeTIOCTHAsA CIIIOHHaA )kenesa (n=1), 4a-
cTo BCcTpevanach nuMapeHomarust (n=7). VsommpoBaHHOe
HopakeHre 3a0PIIMHHOTO IPOCTPAHCTBA HAOMIOAANOCh y 26
(72%) nanuenTos. JocrosepHslit Ararao3 IgG4-C3 BbIABIEH ¥
8 (22,22%) manuenToB, mpexonaraemMslit - y 7 (19,44%), Bepo-
stHbI - y 21 (58,33%). B cTpyKType comyTCTBYyIOIIelt I1aToI0-
ruy 06palalT BHUMaHIE aTePOCKIepPOTHYeCK e 3a00/IeBaHMs
cepana u cocynoB — ACC3 (n=7) 1 A3BeHHO-BOCIAINTENbHbIE
HOpaXkKeHNA XXelyfKa ¥ IuileBofia (n=4); pexxe BCTpedanuch
caxapubii guaber (CIT) 2-ro tuma — CJI 2 (n=3), Mo4ekameH-
Has 6o7e3Hb (n=2), bponxnanpHas actMa (n=1). YV 1 nanuenta
Habmoganock codetanne IgG4-PIID ¢ ayTOMMMYHHBIM THpPeO-
UUTOM U TICOpMa3soM. [IMTeNbHbI CTaX KypeHNs OTMevann
54% mauyenTos (13 13 24 MalMEeHTOB C JaHHBIMM 00 aHaMHe3e
KypeHns), 3HaunMble Qakrtopsl pucka (OP) ACC3 (runepxo-
JIeCTepMHEeMUs WM MeTabOMNYeCKuUil CUHAPOM) B OTCYTCTBHUE
CepIevHO-COCYAVCTON MaTonorny orMedany 4 manyenra. O6-
Ijasi XapaKTePUCTHKA MAIEHTOB IIpKBeeHa B Ta0I. 1.

Knunuxo-nabopamopnas xapaxmepucmuxa
Hawu6omnee gacroii »ano6oii maiuesTos B fedwore 3aboie-
BaHUA ABSUIACH 0ONb, TPEUMYIECTBEHHO JIOKAIM30BaHHAS
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Ta6Anua 1. O6was xapakTep1CTHKa NaLMeHToB
c IgG4-PIo

Table 1. General characteristics of IgG4-RPF patients

IIpusnax 3HayeHne
Ilom, My>X4MHBI : )KeHLTVHbI 29:7
Bospacr fe61oTa, et 52 (45,5; 60,5)
Bpemsi 0 Ayarsosa, Mec 8 (3,75;12)
Ipyrue noxammsaryn IgG4-C3, abc. (%) 10/36 (28)
Kypenue, a6c. (%) 13/24 (54)
ACC3, CIl mnu ®P, abc. (%) 11/36 (31)

B TIOSACHUYHOI OOMacTV WIM HVDKHUX OTfenax >kuBora. Kak
MIpaBu/IO, 60/Ib HOCWIA TSAHYILIUIT XapaKTep, COIPOBOX/AIACh
KpaTKOBpeMeHHbIM 3¢)(heKTOM OT IpyeMa HeCTepOUJHBIX IIPO-
THBOBOCIIA/INTE/IbHBIX IIPENapaToB U B psfie CIy4aeB Uppajy-
UpOBasa B IaXOBYIO 06/IaCTb.

Y 9 (25%) maryeHToB 3ab01eBaHme eOTIPOBATIO OCTPHIM
HapylleHreM (QYHKIUM [OYeK, IPOSB/SBIIMMCA PE3KUM II0-
BBIIICHNEM YPOBHS KpeaTMHMHA UM Pa3BUTHEM OJIUTOAHYpPUN;
B 1 cmy4ae oTMedasnach 6ecCMMITOMHaA a30TeM1A. XpOHMYecKas
6omesub novek craguu C3a o knaccudukaryy KDIGO n Bbiie
(nm Hamure ruppoHedpoTIdeckoit feopMaLuy — CMOPILIEH-
HOJT TIOYKM) BIIOCTIEACTBUM JIaTHOCTUpPOBaHa y 12 (33%) 607b-
HBIX, IV 3TOM Y 5 M3 HUX OCTpOe IToYeYHOe IOBPeX/eHNe paHee
He oTMedasnochk. K mpusHakam 1mo4edHoi AMCYHKIMM MOXHO
TAaK)Ke OTHECT! BIIEPBbIe BOSHUKIIIYIO aPTEPUATIbHYIO TUIIEPTEH-
3110, 3aPETUCTPUPOBAHHYIO Y 6 MAI[VIEHTOB.

ITo aHHBIM METOMOB BU3YaaM3alUL, TUIPOHEPPO3 BHIAB-
neny 25 (69%) manyeHToB: y 16 — AByCTOPOHHMIL, Y 9 — OFHOCTO-
poHHMIT. Mo4eBoi 610K, TpeOOBaBIINII CPOYHOTO BMELIATe/Ib-
cTBa (YCTAaHOBKAa MOYETOYHMKOBBIX CTEHTOB, HedpocToMus,
ypeTepoius), oTMedancss y 19 60nbpHbIX; BIOCTEACTBUM Y 16
(44% Bcex MaIMEHTOB) U3 HUX PasBU/IACH CUMIITOMATIYECKAS
uH}peKIusa ModeBbIBOAAIMX myTeit — VIMBII (B cooTBeTCTBUM
¢ Kkputepuamu Eporeiickoro obiecTa yponoros [9]).

Pe>xe HaO/TIOfAMNCh CUMIITOMBI, OOYC/IOB/IEHHBIE KOMITpec-
CUeil COCEIHMX CTPYKTYP IICEBOOIYXOTEBbIM 00pa30BaHIEM.
Y 3 My>XYMH OMarHOCTMPOBAaHO TUApOLeNe, elje 1 ManueHT
HpPeIbABIAT KaToObl Ha OTCYTCTBME IAKYIAIMU. Tpom603
KPYIIHBIX BeH (IT0YeYHOIT 1 TIOIB3/IOIIHON) 3aperuCcTpUpPOBaH B
2 ciayvasx. Y 1 maiyeHTa oTMe4anuch 601 1 CyOpOTH B HIDK-
HUX KOHEYHOCTSX Ipu (PM3NIECKOIl HarpysKe, OFHAKO JOCTO-
BEpHOIT CBA3Y C apTepMaTbHOI KOMIIpeccuell He yCTaHOBJIEHO.

KoHcTuTyimoHanbHble NpOsIBIeHNs HAbMORamuch y 22%
MTALMIEHTOB ¥ BKII0Yau CyodeOpumnTeT, HEMOTUBIPOBAHHYIO
ITOTEPIO MACCHI TeNa, C1AbOCTD 1 MOBBIIIEHHYIO Yy TOM/IIEMOCTb.
AHeMus TakXe SBJIANACh YaCTOI HAXOAKOI, BBIABICHHON y
22% 6ompHbIX ¢ IgG4-PIIP. YacToTa KIVMHUYECKMX MPOABIIe-
HUIL B le010Te 3a00/IeBaHysI IPEACTAB/IEHA B BUJiE THCTOIPAM-
Mmel (puc. 1).

Cpenn mabopaTOpHBIX MapaMeTPOB U3MEPSIIUCH CHIBOPO-
tounbIii IgG4 (n=34), IgE (n=13), ckopocTb ocefaHnA 3pUTPo-
nutoB — CO3J (n=28), C-peaxtususlit 6enok — CPB (n=30), C3
(n=19), C4 (n=19), y-rmobynuss! (n=24), aHTUHYK/IeapHbIE aH-
tutena — AHA (n=20). JlJabopatopHast XapaKTepUCTUKA MpeL-
CTaBJ/ieHa B Ta0IL. 2.

Jannvie memooos susyanusavyuy

ITo JAaHHbIM I/IHCprMeHTaTIbeIX I/ICCIIC,I[OBaHI/If/I Y BCeX IIa-
OVEHTOB BbIABIICHO 3a6pIOI.HI/IHHO€ 06pa3OBaHI/I€ MATKOTKAaH-
HOW IUIOTHOCTU 663 HpI/I3HaKOB I/IH(i)I/UIpraTI/IBHOI‘O pOCTa.
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Bonb (nosicHN1a/X1BOT/Ta3) 175
Tunponedpos 169
Hapymenve dynkumm movexk [ 44
KoHcTuTyLIMOHaIbHBIE CUMIITOMBI [T ] 22
Anemua 7122
Briepsbie Bo3Hukmas AI' [T 117
Bapukotiesne/ruapoliesie/0TeK MOIOHKH [ §

BeHo3Hble TpoMO03bl 16
Anzsxymsims [13

Nimemust HIXKHUX KOHewHocTel [ 3
%0 10 20 30 40 50 60 70 80

Puc. 1. MNMposBaenns 1gG4-PI® B aebiore.
Fig. 1. Symptoms of 1gG4-RPF at the onset.

TabAnua 2. AabopatopHasi xapakTepucTMKa NMalMeHToB
¢ 1IgG4-PIN® Ha MOMEHT 06CcAeAOBaHMS

Table 2. Laboratory characteristics of 1IgG4-RPF patients

ITapameTtp 3HaueHne
IgG4>1,35, ab¢. (%) 28/34(82)
IgG4>1,35, a6c¢. (%; y Mopdomorndeckn

BepuduuyposanHbix IgG4- 8/12 (67)

[TOJIO>KMTE/TbHBIX MMALVIEHTOB)

IgG4, r/n* 2,6 (1,89; 3,85)
IgE>100 ME/mi, abc. (%) 4/13 (31)
IgE, ME/mm* 121; 145; 332; 647**
CO3>20 mm/4, abe. (%) 14/28 (50)
CO39, mm/u* 53,85 (36; 86,25)
CPB>5 mr/n, abe. (%) 17/30 (57)
CPBb, mr/m* 20,9 (14,8; 32)
C3<0,9 r/m, abe. (%) 0/19 (0)
C4<0,1 r/m, abe. (%) 0/19 (0)
y-Dno6ymmust >19,8%, abe. (%) 5/24 (21)
AHA (Hep2), abc. (%)

>1/160 11/20 (55)

>1/320 5/20 (25)

>1/640 4/20 (20)

*TlofcyeT MefMaHbI OCYLIECTB/IEH B IPYIIIIE C IOBbIIIEHHBIM 3HaYeHVeM
oKa3aTesns, **BBUAY HeOO/bIIOro 06beMa JaHHbIX (n=4) yKa3aHBI BCe
3HAYeHM.

¥V 21 (58%) manueHTa 06pasoBaHIe My(HTOOOPA3HO aHTEPOIa-
Tepa/bHO OXBAThIBA/IO MH(PAapeHA/IbHbII CETMEHT HepacIl-
PeHHOIT a0pTHI (PHC. 2, @) YaCTO C IIEPEXOfOM Ha ITOB3/{OLIHbIE
cocybl M B 00/IACTb IIpecaKkpanbHON KIeTYaTKU HibKe 6udyp-
KaIluy, 3HAYUTE/IbHO PeXKe OMICHIBATIOCH 30TV POBAHHOE IIOpa-
KeHMe TIOfB3OIHBIX apTepuit. OTMeYanuch ¥ MeHee TUIMYHBIe
nokamsaryy PII®: npecakpanbHast (puc. 2, ), OKOIOMOYeYHas,
HepUypeTepuT, HepUaopTUT 6ojee BHICOKMX CETMEHTOB OPIOLI-
HOU aopTel. Y 6 (17%) maumeHTOB OTMEYanuCh aTUIIMYHbIE
nokam3auuu 6e3 mepuaopranbHOro nopaxeHns. Kpome Toro,
OIMICAHBI BOCIA/INTEIbHAST aHEBPU3Ma OPIOIIHOI A0PTHI I Iie-
puaneBpuaMaTaeckuit pu6pos (puc. 2, d). Yacrora pasnuaHbix
JIOKa/IM3aLuii IpeficTaBlIeHa B Ta0M. 3. Y 9 manmeHTOB POBO-
mumach [I9T/KT ¢ Gropne3oKcuImoKos30ii, Meguasa SUV__ mo
HayasIa Teparmmu coctasma 6 (3,62; 8,15).

TEPATTEBTUYECKMM APXMB. 2026; 98 (5): 306-313.

Puc. 2. KT-kapTnHa pa3amuHbix AoKkaAuzaumni 1gG4-PI1O.
Ha akcmnanbHOM CHUMKe Ha ypoBHe L, Bu3yaAnsmpyetca
obpa3oBaHMe (CTPEAKM) MSATKOTKAHHOM MAOTHOCTH,
My(pTOOOPA3HO aHTEPOAATEPAALHO OXBaTbiBalollee
HepaclIMPEHHYIO a0PTY U He pacrnpoCTpaHsiolleecs 3a
npeaeAbl NOACHUYHbIX MblwL (a, KT ¢ KY, aptepraabHas
paza), Ha PPOHTAALHOM CHUMKE TOTO Xe MaLmeHTa —
rMAPOHedPOTUUYECKHN AEPOPMMPOBAHHAs A€Bast MOYKa
(CTPEAKM) 1 KOMMEHCATOPHO rMNepTpodMpoBaHHas npasas
(b, KT ¢ KY). Ha natuBHOM akcnaabHOM KT-cHMMKe Ha
YPOBHe KpecTLa CripaBa OTMeYaeTcs NpecakpasbHoe
ob6pazoBaHue (CTpeAka) MIrKOTKaHHOM NAOTHOCTH (¢, KT
HatvB). Ha ypoBHe L, Bu3yaAansmupyercs aHeBpusmaTnieckoe
paclumpeHme 6pIOLWHOM a0PThl C KAAbLIMHUMPOBAHHOM CTEHKOW
U MPUCTEHOUHBIMU TPOMOOTUUECKUMM HAAOXKEHUSIMU,
YaCTUUHO 0OAMTEPUPYIOWMMM NPOCBET. [lepnaoprarbHO
OTMEYaETCst MHAPUABTPAT (CTPEAKA) MSATKOTKAHHOM MAOTHOCTU
(d, KT ¢ KY, aprepunanbHas cpa3za).

Fig. 2. CT imaging patterns of different localizations of
IgG4-RPF. On the axial CT image at the L, level, a soft-
tissue-density lesion (arrows) is visualized, forming a sleeve-
like anterolateral encasement around the non-dilated aorta
and not extending beyond the psoas muscles (a, contrast-
enhanced CT, arterial phase). On the coronal image of the
same patient, the left kidney is hydronephrotically deformed
(arrows), while the right kidney shows compensatory
hypertrophy (b, contrast-enhanced CT). On the non-contrast
axial CT image at the sacral level, a presacral soft-tissue-
density mass (arrow) is noted on the right side (c, non-
contrast CT). At the L, level, an aneurysmal dilatation of the
abdominal aorta with a calcified wall and mural thrombotic
deposits partially obliterating the lumen is visualized.

A periaortic soft-tissue-density infiltrate (arrow) is also
observed (d, contrast-enhanced CT, arterial phase).

YacToTa BhIABICHNA TUAPOHedpo3a (puc. 2, b), Kak yrmoms-
HYTO paHee, paBHAMach 69%.

Ilamomopdonozuueckas xapaxkmepucmuxa

Buoncust 3abpouIMHHOTO 006pa3soBaHMs BBIIOIHEHA Y
23 maumeHTOB, MMMYyHOrncToxummdeckoe (MI'X) mccnepo-
BaHMe HpoBefieHO y 17 u3 Hux. JIuMdommasMoLyuTapHbIi
MHQUIBTPAT BBIABIANCA BO BCeX 23 clydasx,y 5 (22%) omnu-
coiBajioch ¢popmuposanue mumponaHex $pomnnkynos. dop-
MupoBaHne ¢pubposa ormedanocs y 20 60NbHBIX, 00MUTEPH-
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TabAanua 3. Aokaamzaumm PI1®
Table 3. Localizations of RPF

Joxkanusamusa (KT ¢ KY, MPT, II9T)

Yacrora, abc. (%)

Tunuumvie

VHdpapeHanbHbIT IepUAOPTUT 21 (58)
VsompoBaHHbI nepHapTepumT 2(6)
IOfIB3JOIIHbIX apTepuit

Amunuunvle
OxoronoyeyuHas (T0XaHKa, HUDKHUIT 3(8)
TIOJTIOC TTIOYKM)
OKO0IOMOYEe TOYHUKOBAST 2(6)
IIpecakpanpHas 2 (6)
IlepuaopTut € nopakeHnem 103)

CyIpapeHaIbHOTO OT/e/d A0PThI
Jlpyaue dopmui xpoHuUeckozo nepuaopmuma
ITepnaneBpusmarmdeckuit Gpubpos 3(8)

BocmanutenbHas aHeBpU3Ma

OPIOILLIHOT A0PTHI 3(8)

Ta6Anua 4. NMatomopdrorornueckas xapakTepucTuka
naumenToB ¢ 1gG4-PI® (n=23)

Table 4. Pathomorphological characteristics of 1gG4-RPF
patients (n=23)

Xapakrepucrnka Yacrora, abc. (%)
JInmdonnasMonyTapHblit *HGUILTPAT 23 (100)
(puc. 3)
B Tom uncre muMbousHble GOIMUKYIIBI

5(22)
(puc. 3,b)
Dubpos (puc. 3, «<MyapoIogoOHbI» — 20 (87)
puc. 3,a)
Obnurepupyromuit Gpre6ut 6 (26)
(cm. puc. 3,a)
So3uHoGWMIbHAA MHOWIBTPALNA 6 (26)
(puc.3,¢)

HUT'X-uccnedosarnue (n=17)

IgG4+/CD138+ >40% (puc. 3,d, e) 12 (71)
EnviHudHBIE TUCTHOLMTDI/ KCAHTOMHBIE 3(18)

KJIeTKM/KCaHTOrPaHYy/IeMbl

Puc. 3. 1gG4-C3 (60Ae3Hb OpMOHAQ). B h1OPO3HO-KMPOBOI TKAHU OMPEAEASIIOTCS OOAUTEPALLNS KPOBEHOCHBIX COCYAOB
BEHO3HOIO TUMa (CTPEAKA), CKOMAEHMS 3PEAbIX MAA3MATUUYECKUX KAETOK, YHaCTKMU «MyapornoaoObHoro» dpnbposa (*) (a —
OKpacka reMaTOKCUAMHOM M 303MHOM, x100), (POAAMKYA C HELIMPOKUM FEPMUHATMBHBIM LEHTPOM (¥), 3peAble nAaazmaTuyeckme
KAETKM (b — OKpacKa reMaToKCUAMHOM M 303UMHOM, x200); PbIXAble CKOMAEHUS 3PEAbIX MAA3MaTUUYECKMX KAETOK, PacCesiHbl
203UHOMUAbHBIE TPAHYAOLIMTHI (CTPEAKM) (C — OKpACKa reMaTOKCUAMHOM M 3031HOM, x400). [Mpu peakumu C aHTUTEAAMM K

18G4 onpeaeasieTcst 60AbLIOE KOAUHECTBO MO3UTUBHBIX MAa3MaTHyeckmx KaeTok. 1I8G4/CD138>40% (d — UMMYHO(epMEHTHBbIM
MmeToa, x200). Mpu peakumu ¢ aHTuTeaamm kK CD138 onpeaeasieTcsi 60AbLIOE KOAMYECTBO MO3UTUBHBIX MAA3MATUUYECKUX KAETOK.
1gG4/CD138>40% (e — MMMYHO(EPMEHTHBbIN MeToA, x200).

Fig. 3. 1gG4-related disease (Ormond’s disease). In the fibro-adipose tissue obliteration of venous-type blood vessels (arrow),
clusters of mature plasma cells, and areas of storiform fibrosis (*) are observed (a — hematoxylin and eosin staining, x100),

a follicle with a narrow germinal center (*) and mature plasma cells are noted (b — hematoxylin and eosin staining, x200);
loose aggregates of mature plasma cells and sparse eosinophilic granulocytes (arrows) are present (¢ — hematoxylin and eosin
staining, x400). Immunostaining with anti-IgG4 antibodies reveals numerous IgG4-positive plasma cells, with an 1gG4/CD138

ratio >40% (d — immunostaining, x200). Staining with anti-CD138 antibodies demonstrates abundant positive plasma cells;

1gG4/CD138 ratio >40% (e — immunostaining, x200).

pytoiunit ¢pe6UT BBIABIIEH Y 6 MALIMEHTOB, KaK 1 HeOOoIblIast
s03uHOGWIbHaA uMHPWIbTpauua. IIpu MIX-nuccrnegoBaHun
coorHourenre IgG4+ k CD138+ mmasmMonuTaM cocTaBuio 60-
nee 40% y 12/17 (71%) 60npHbIX. B psne cyuaeB oTMevanach
IpUMeCh IMCTMOLUTOB. Pacripefienienne NpUsHAKOB OTpaXke-
HO B Ta0Om. 4.

O6cyxaeHne

B crpykrype IgG4-C3 PII® sBsteTcs ogHOM 13 Hanboee
YaCTBIX JIOKAIM3ALUI U BCTpedaeTcsa npuMepHo y 20-30% o06-
1[ero 4ucia 60/IbHBIX. B KpymHeiieM 3apy6e)KHOM MHOTOLIeH-
TPOBOM MCCNIEOBAHMAX YMCIO0 nanueHTos ¢ IgG4-PII® cocra-
Buto 114, 4T0 OgUepKMBaeT pefKoCTh maromoruu [10].

B mpencTaBneHHOM HMCCIeNoOBaHUM HabpaHbl 36 malyeH-
TOB Cc amarHozoM IgG4-PII®. Yame 3aboneBaHuo momBep-
JKEeHbI MY)X4mHbl (4:1) ¢ MegmuaHOit Bo3pacTa 52 Trofa, 4TO

3710 TERAPEVTICHESKII ARKHIV. 2026, 98 (5): 306-313.

COOTBETCTBYeT JAHHBIM JIMTEPATyphl. MenuaHa BpeMeHU OT
mebora 3ab0/eBaHMA [0 ITOCTAHOBKM [MarHo3a COCTaBIIA
8 (3,75; 12) Mec. B 3apy6exHbIX KOrOpTax BpeMs 0 JUarHO3a
BapbupyeT OT 2 #o 26 Mec [11-14]. Ilpuunnamu mospHest gua-
rHoctuky PII® MoryT ABIATbCA HecerydudecKas KIMHIYe-
CKasl KapTUHA, PefIKOCTb IaTOJIOT MM, HU3KasA OCBEJOM/IEHHOCTD
CIIEL[MAIACTOB O 3a60IeBaHUIL.

ITatorenes PII® MoxxeT OBITB CBSI3aH C aTEPOCKIEPO30M a0p-
TBI, YTO MOXKeT 00ycoBMBaTh acconuaryo ¢ gpyrumu ACC3
nmn OP ux passutus [15, 16]. Tax, B uccmegoBanusx P. Scheel n
coasT. [11], E. van Bommel n coasr. [12], K. Wang u coasr. [13]
ACC3 u C]I 2 Habmromamich ¢ 9acTotoit 16-40%. B namem nc-
cnepoBanuu yactora ACC3 m/umu OP (Bxmrovas CIT 2 u gqucin-
mugeMun) cocraBuiaa 31%, 4To, OJJHAKO, He MTO3BOJISAET ClIe/IaTh
OIIpefie/IeHHbIX BBIBOZIOB 00 nx B3auMocsssu ¢ [gG4-PIID, yun-
ThIBasi HEOO/IBIION 06BEM BBIOOPKN U HEIIOAXOMSIINIT V3aliH

TEPATTEBTUYECKMM APXMB. 2026; 98 (5): 306-313.
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uccnefoanus. CheyeT TakXe Y4UTHIBATh JOCTATOYHO BHICO-
Ky1o pacripoctpaneHHOCTp ACC3 cpeiyt My>K4MH 52 jIeT B IO-
nyssumu [17]. Cpepu npounx ®P obparaer Ha cebs BHUMaHUe
BIIOJIHE TUIIMYHOE [/ JAHHOI IIATONIOTUM HajaM4Me aHaMHe3a
KypeHus y 6onpumHCcTBa 60/bHbIX [18]. ITo gaHHBIM MuTEpaTy-
PbI OTMevaloTCcs IpodeccuoHanbHble PP, Takue Kak, HapuMep,
ac6ecTo3 WM KOHTAKT C YITIeBOZOPOAMM, OFHAKO, K COXarle-
HIIO, JaHHBIE TTPO(eCCHOHATBHOTO aHaMHe3a HallMX OONbHBIX
OKasa/ich HepoCTynHsI [18, 19].

Cpenu gpyrux 4acto omuceiBaeMbix npu IgG4-PII® maro-
JIOTUII BBIIETIAIOTCA a/Uleprudecke 3aboneanus [14]. Ha sty
ACCOLMALINIO YKA3bIBAIOT TKaHeBasl 903MHO(MIbHAS NHOUIb-
Tpauus 1 903MHOGNINS Ha TeMOTPaMMe, a TaKoKe IIOBBIIIeHIe
ypoBH: cpiBopoTouHOro IgE, Hepenko oTmeuaemble mpu 1gG4-
C3 [7]. B HameM mccnefgoBannu 303uHopumms nepudepude-
CKOJI KpOBM OTCYTCTBOBasa, a ypoBeHb IgE (M3aMepeHHBIT y
11 manyeHTOB) OKa3ajIcs MOBbIIIEH Y 4 60/1bHBIX. B cTpykType
KOMOPOUIHOIT a/I/IepridecKoli IaTo/IOTUM /IUIIb ¥ 1 manueHTa
BbIABJIEHA OpOHXMA/IbHAS aCTMA.

B Hacrosmeil paboTe M30MMpPOBaHHOEe IOpaKeHMe 3a-
OpIOLIMHHOTO IIPOCTPaHCTBa Habmoxanoch 6omee yeM B 70%
cnyvae. Cpeny MOpakeHuIt IPyruX OpraHoB Hanubosee 4acTo
BCTpevaanch MMMQaneHoNnaTusA 1 HopaxkeHne Terkyux o TUITY
«MaTOBOTO CTeK/Ia» MM y3€7KOB. AHAJIOTMYHOE pacIpefiere-
Hue BOBJIedeHUs Apyrux opranos npu IgG4-PII® ommcano u
B psfie paHee omyOnMKoBaHHBIX pabot [10, 13, 14]. Bmecte ¢
TeM JaHHBIE O YaCTOTe IOPAKEHNA JPYTUX OPTaHOB ABJIAOTCA
mpoTuBopeunBbIMU [13, 14]. Pacxox/eHNs, BEepOATHO, MOTYT
OBITD CBSI3aHBI C OTCYTCTBIEM YHUDUIMPOBAHHBIX KPUTEPUEB
OLIEHKM OPTaHHOTO BOBJIEYEHNS, a TAaKXKe C PEeBMATO/IOTMYe-
CKUMM HpoduIeM HalIeTo LEeHTPa, I7ie, HallpUMep, MAlMeHTHI C
ayTOMMMYHHBIM ITaHKPEATUTOM IIPaKTUUYECKU He BCTPEYAIOT-
cs1. Kpome Toro, He crieyet 3a6bIBaTh U O BO3MOXKHBIX HOITY/IA-
LMOHHBIX pa3INInAX.

Hambomee XapaKTepHBIM KIMHUYECKUM IIPOSBICHNEM
IgG4-PII® B pebroTe 3aboneBaHUA ABIAICA 6071eBOIT CHHAPOM,
IPEeNMYIeCTBEHHO JIOKa/IM30BAHHBIN B MOSICHUYHOI OOTacTH.
IToMMMO 3TOrO OTMeYanach BICOKasA YaCTOTa OOCTPYKLIUM MO-
YeBBIBOAALIMX IIyTell, HEPEAKO COMPOBOXKIABIIENCSA OCTPHIM
HapylleHneM (QyHKLIUM IOYeK C HOCIeRyoImM GopMupoBa-
HIEM TU/IPOHePPOTUYECKN V3MEHEHHO! CMOPIIEHHO TOYKIL.
Bniepeple BbIABNIEHHAs apTepuanbHas TUIEPTEH3UA y YacTu
HAI[VIEHTOB, BEPOATHO, VMeNa He(pPOreHHOe IIPOUCXOXKTEHNE;
OffHAKO C Y4eTOM BBIPOXEHHOr0 KOMOp6ugHOro ¢oHa 1 perpo-
CIIEKTMBHOTO XapaKTepa UCCIENOBAHNA YCTAHOBUTD €€ MCTUH-
HYI0 YacTOTy 3aTPyJHMUTENbHO. KOHCTUTYLMOHANIbHBIE IIPO-
SABJIEHNS, aHeMIS, @ TaKKe CUMIITOMBI KOMIIPeCCUM KPYIHBIX
apTepuit U BeH HAOMIOANICh 3HAUNTEBHO peke. [TomydyeHHbIe
PEe3y/bTaThl B LIE/IOM COOTBETCTBYIOT JJAHHBIM JAPYTUX ONMCaH-
HbIX KOTOPT, OHAKO ofpalijaeT Ha ces1 BHMMaHue 6ojee BBICO-
Kas 4aCTOTa aHEeMUM ¥ IMIIOKOMIUIEMEHTEMUY B 3apyOeXKHbIX
BbIOOpKax [13, 14]. B T0 >ke BpeMs1 B HAILIUX JAHHBIX OTCYTCTBO-
Ba/M YIIOMMHAHMS 00 OTeKax HIDKHMX KOHedHoctelt. IIpuunm-
HOI1 ITOIOOHBIX PA3/INYMIT MOXKET OBITb MaJIblil 00beM BBIOOPKI,
BepOATHAs HENOOIeHKa MM IIepeolieHKa PeTPOCIIeKTUBHBIX
[aHHBIX, HOMY/IILMOHHBIe 0cOOeHHOCTN KoropThl. Cpemu oc-
HOBHBIX /1A00PATOPHBIX MPOSIBTIEHNMIT IPUMepHO y 1/2 maruen-
ToB oTMevaeTrcs nosbimenre CO3 n CPb B cpegnem fo 54 u
21 COOTBETCTBEHHO, YTO COIMIACYETCS C HTaHHBIMU 3apYOeXKHbIX
xoropt [11-14]. IloBbienne AHA TaxXe COIIOCTaBUMO C JJaH-
HbIMI JInTeparypsl [21/320 (Hep2) y 25% 60NbHBIX] 1 MOXKeT
yKasbIBaThb Ha ayTOMMMYHHBII XapakrTep mopaxenus [14, 20].
IToBbIIIeHHDIT YPOBeHb CbIBOpOoTOYHOro IgG4 Habmiopmancs y
67% OONMBHBIX, a MefiYIaHa COCTAaBU/IA 2,6 T/J; aHaTOTUYHbIE pe-
3y/IbTaThl HAOMIOAAIOTCS B 3apyOeXHbIX nccaegoBanmsix 10, 21].
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Tpagunuonno PII® onmchiBaloT Kak INepraopTaabHOE
obpasoBaHMe [6], OfHAKO OpraHocrenuduuecKre KpUTepun
ans IgG4-PIIO/CC3 (I. Mizushima u coaBT.) IprpaBHUBAIOT
MOpa)KeHMsA JIOXAaHKU, MOYETOYHMKOB, IIPECAKPATbHOI 1 TIa-
paBepTe6paNbHON KIETYATKM K [IEPMAOPTUTY, IPU3HABAS UX
PEAKMMU, HO BO3MOXXHBIMU ITIposiBleHusmMu [22]. B namem
UCCIeOBAaHNM aTUIYHOE PACHONIOKeHue (B OTCYTCTBUE VH-
(bpapeHaIBHOTO MepraopTITa) 3a0PIOMIMHHOIO 00pa3soBaHUs
coctaBmwio 17%, aHalorn4Hasi 4acToTa B 3apyOeXXHBIX MCCITe-
IOBAHUAX HIDKE — OKO/Io 5% [12, 22].

ITepnaneBpusMaTudeckuii ¢puépos u BOCIATUTETbHASA
aHeBpM3Ma AOPTHI, BbIABIABIINMECA Yy 16% IAIMEHTOB, B CO-
BPEMEHHOJI HOMEHKJIaType OTHOCATCS K eNUHOMY CIEKTPY
XPOHIYECKOTO MepraopTUTA. DTN COCTOSHUS HAPALY C «KJIac-
cnvecknm» PIIO, mpu kotopoM uHPUIBTpaT MyhTOOOpasHO
OXBaTbIBaeT HepacCUIMPEHHbIT WHQpapeHaNbHbI CEeTMEHT
AOPTBHI, pAaCCMAaTPUBAIOTCSI COBMECTHO BBUJY CXOIHBIX KIIVHM-
KO-MHCTPYMEHTA/IbHBIX, MAaTOMOP(OIOrMYeCKIX XapaKTepu-
CTMK U TTOAXOMOB K Tepanuu [23].

Mopdonorndeckas BepupuKanmsa UTpaeT OFHY U3 KiIode-
BbIX poneit B guarHoctuke IgG4-PIIO. OpnHako BBIIOTHEHME
6uorcuy 3a6PIOIINHHOTO ITePUAOPTAIBHOrO 0OpasoBaHMsA ac-
COLIMMPOBAHO C PANOM TPYHHOCTel. JIallapOTOMHBIN AOCTYII
TO3BOJIAET MOMYYNTbh OONMBIINIT 06beM MaTepuaa, Py 3TOM
aCCOIMMPOBAH C IOBBIIIEHHON YaCTOTO ITOC/TeONepallMOHHBIX
OCTIOXKHeHMIT. JlamapocKonmyeckue MeTOAbl OMOICHM MeHee
TOYHBI U B HEKOTOPBIX C/Iy4asAX He IO3BOJIAIT MOTYYUTb MO-
CTaTOYHBI [jIst maroMopdornora o6beM Matepuana [22]. Kpome
toro, nHpuasrpar npu PIIQ He sBIsIETCS OFHOPORHBIM, YTO
TakkKe 3aTPyJHAET ero OLeHKY. 3HauMTeIbHas MO/ BEpOsT-
HbIX (possible) [1aTHO30B KaK B HallleM, TaK U B 3apyOeXHBIX
MCCTIEOBAHNUAX MOAYEPKIBAET CIIOKHOCTD MOP(OIOTIIecKoit
Bepudukanum. K coxarneHnto, peTpoCIeKTUBHBIN XapaKTep Mc-
CTIelOBAaHNs He MO3BO/IUTI YCTAHOBUTb 0cobeHHOCTH (1bpo3a
Y HaIllUX MAIYIeHTOB, OJHAKO, 10 TaHHBIM JIUTEePATYPhl, XapaK-
tepHblit 4151 IgG4-C3 «myaporogo6Hsiit maTTepH» Gubposa He
AB/IAETCA aOCOMIOTHO YYBCTBUTEbHBIM IIpu3HakoM (60-80%
B 3aBUCUMOCT) OT o6beMa OGuorcuitHoro marepuana) [14, 22].
CrefyeT OT/ieNTbHO OTMETUTD, UTO Y 5 MAI[MEHTOB B HaIlleM JIC-
cnemoBanuu (29% ot Bcex MI'X-mccnemoBanmit) COOTHOILIEHE
IgG4+/CD138+ oxasanoch MeHblle 40%, HO IOBBIIIEHHBIN
ypoBeHb IgG4 cbIBOPOTKM U TUIIMYHOE PACIIONIOXKeHne 06pa3o-
BaHMA MO3BO/IMIN KIACCU(PUIMPOBATH JMATHO3 KaK BepOATHOE
IgG4-C3. AnanoruuHble pacXoxieHus (9-16%) omnmcaHbl B 3a-
pybexHsix koroprax [14, 22]. Yacrora mnM¢orasmMonuTapHo-
ro uruasrpara (100%), obnurepupyroiero ¢nebura (26%) un
9031HOGUIbHON MHUIbTpanyy (26%) B Hallell KOropTe Co-
MOCTaBMMa C JaHHBIMU IUTePaTypel [14, 22].

MMBII - 9acToe ocnmoKHeHue ITpY BMEIIATEIbCTBAX Ha ITOY-
Kax 1 MO4eTOYHMKaX (y 16 13 19 60/IbHBIX B HallleM MCCIE[OBa-
HIM) — IPAKTUYECK He ONUCBIBACTCA B 3apYOEKHBIX KOTOPTax
IgG4-PII®, uTo 3aTpyAHAET BOCIPUATIE IIOTHONM KIMHIYECKON
KapTuHbel 3aboneanus. [Tepcuctupyromas VIMBII gacto orpa-
HIYYBaeT IIPYMeHeHMe IMMYHOCYIIPeCCUBHOI TepaIuy U, Io
HallleMy MHEHMIO, O/DKHA YIIOMMHATbCS IIPU XapaKTepUCTUKe
koropT. Kpome toro, IMBII Mo>xeT BHOCUTD BK/IaJ; B IIOBBIIIIE-
HIte 0CTpO(a30BbIX IMOKA3aTeIell, XOTs TOYHasl CTEIlEHb 9TOTO
BIMAHUA OCTaeTcA HemsBecTHON. CrefyeT yIMTBIBAaTb B/IMA-
Hue VIMBII Ha guarHoctuky IgG4-PII®: nmanuentsr ¢ VIMBII
HepeKo OTMeYaIoT IOBbIIIEeHNEe TeMIIEPATYPhl Tefa BIUIOTh [0
($ebpIIBHBIX 3HAYEHIT, UTO SB/ISIETCS KPUTEPUEM MCK/TIOIEHNS
0 KpUTepusAM AMEPUKAHCKOI KO/IETUU peBMaTonoros /EBpo-
TIeVICKOTL JTUTY IPOTUB peBMaTn3Ma 2019 r. [4].

Ha ocHOBaHMM HACTOSILIETO MCCTEZOBAHMS MOXHO cop-
MMPOBaTb «IOpTpeT» HompHOro ¢ IgG4-PII®. Hanbomnee vacto
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9TO My>X4rHa 45-60 /1eT, 0OTMEYAOIINI TOCTOSAHHYIO TAHYIIYIO
60/Ib B HIDKHEIT 4acTV CIIMHBI (peXKe — )KMBOTA) C BO3MOXKHOI!
uppagManyell B MaxOBYI O00MacTb M IOMOXWUTENbHBIM 3¢-
(deKToM OT IpueMa HeCTepOUJHBIX IIPOTUBOBOCIIATUTETbHBIX
npemnapaTos. JIabopaTopHO Yy HAlleHTOB MOTYT BBIABIATHCA
HOBBbILIEHNE KPEATUHUHA, a TAK)Xe yYMEPEHHOE IOBbILIeHNE
ocTpodas3oBbIx oKasarerneil, [gG4 (Hepeko Mpu HOPMaTbHOM
yposze obmero IgG) u IgE. IIpu nHCTpy™MeHTambHOM 06Cre-
IDOoBaHMM B MH(papeHaJTbHOM OTHeNe aopThbl OOBIYHO OOHa-
PY>KMBaeTCs HepuaopTalbHOe 00pa3oBaHMe C IEPEXOoM Ha
HOfIB3/IOIIHbIE apTepyuM ¥ BOBIeYeHNEM MOYEeTOYHMKOB. He-
pefKo BO3HMKAET MOYEBON 610K, YTO MOXKET HOCTY>KUTb I10-
BOJIOM [i/IA CTEHTUPOBAHUA MOYETOYHMKOB W/IM BBIBEJEHUS
He(pOCTOM, B CBA3Y C YeM IIALIMEHTBI BIOC/IEACTBIN CTPAAIOT
HepCUCTUPYIOLIEl KaTeTep-acCOLMMPOBAHHON MOYeBOM MH-
dexiueit.

Takum obpasom, marorHoMoHmuHble npusHaky PIIO ot-
CYTCTBYIOT: KJIMHUKO-TabOpaTOpHas KapTHHa HecnelnduyHa,
HepraopTaabHasl JIOKaIM3aluA NPy BU3YaIM3aLMUN ABIAETCA
XapaKTepHOIl, HO He e[MHCTBEHHO BO3MOXHOIL, a Oumorcnus,
€C/IM ¥ BBIMO/IHEHA, HEPEIKO HeJOCTATOYHO MH(OpMAaTUBHA.
CymecTByonye KpUTEPUM HECKONbKO YIPOIAIT JMArHO-
CTuKy 3aboneBaHns: AnoHckue kpurepuy H. Umehara u co-
aBT. IPOCTBI ¥ YAOOHBI B UCIOIb30BAHNN, UX 1ie7IeCO0OpasHO
KOMOMHMPOBATh ¢ opraHocrenuduyecknmu [4], a xpurepun
AMeprKaHCKOIl KoJulernu pesmMaTonoros/EBpormnerickoit muru
NnpoTuB peBMaTu3Ma 2019 I. JOIMOMHAIT KPUTEPUAMU UCKIIIO-
YeHMs, OfHAKO B OOMBIIMHCTBE CIy4YaeB [ YCTAHOBKU Jiua-
rHO3a TpeOyIT mpoBefeHNe MOPQONIOrnIeckoil Bepuduka-
LM, YTO B YC/IOBUAX PEAIbHON KIMHUYECKOI MPAKTUKA €[[Ba
JIM BBINOJIHUMO, XOTs ¥ HACTOATENIbHO peKoMeHayercsa [3].
B nTore HM ofjHa AMATHOCTMYECKAsA CHCTeMa He JIMIIEeHa Orpa-
HIUYEHNIT, YTO IIOfYepKIMBaeT HEOOXOAMMOCTb KOMIIIEKCHOTO
MYIbTUAUCOUIIMHADHOTO  IIOAXOfA Bpadeli-peBMaTO/NIOrOB,
aTOMOP(OJIOTOB, YPOTIOTOB ¥ COCYAMUCTBIX XUPYPrOB K Bepu-
duKanuy [UarHo3a 1 BbIOOPY TaKTUKY BeeHMA.

Ozpanuueuu}t u nepcnexkmuevl

JlaHHOe McclefoBaHUe ABJIAETCA IEPBBIM IMOAPOOHBIM
OTIMICAHMEM POCCUIICKON KOTOPTHI ManyeHTos ¢ IgG4-PII®, fo-
HOJTHSIET 3apyOeXXHble MyOMMKALMI U PACIIMPSIET CYILIECTBYIO-
mue gaHHble 1o IgG4-C3 B Poccunm, HO nMeeT pAp, orpaHnde-
HUIT, KOTOpble HEOOXOAMMO YUUTHIBATb NPU MHTEPIIpeTaLNU
Ppesy/nbTaToB.

PeTpoCIieKTHBHBIIT XapakTep PabOThl OrpaHNYMBAET Kade-
CTBO JJaHHBIX ITOJTHOTO} ¥ TOYHOCTHIO MEIUIIMHCKOI TOKYMEH-
TaIlVM, UCCTIeOBAaHNe SAB/IAETCS OTHOLIEHTPOBBIM 1 BK/IIOYAeT
OTHOCHTE/BHO HeOoIblIoe Yncio manueHToB. Kpome Toro, y
3HAYMTENBHON YacTM MAIL[IEHTOB He IpOBefeHa Mopdomorn-
4eckas BepuuKauus FUarHo3a, 4To, 10 HalleMy MHEHUIO, SIB-
JIsIeTCA eC/U He HeOOXOAVIMBIM, TO KpaliHe >Ke/laTe/IbHbIM AMa-
THOCTMYECKUM MEeTOIOM. B oTcyTCTBUE pe3ynbraToB Guoncun,

HaITpyMep, IPOUCXORUT CMelleHIie BBIOOPK B ITO/Ib3Y C/IyYaeB
¢ noBbieHHbIM 1gG4 CHIBOPOTKH, YTO MOXET OrPaHMYMBATDH
PpenpeseHTaTuBHOCTD MOTYyYEHHBIX JAHHBIX.

B pambHeiimeM HeOOXOAMMBIMMU IIPEACTABIAITCA pac-
IIMpeHNe KOTOPTBI, [IUTeNbHOE HAO/MIONeHNe 3a MaljeHTaMu
U yHUUKALMA Pe3yIbTaTOB TMCTONOTMM M BM3ya/IM3alUN.
[TnanupyeTcss aHa/mM3 MCXONOB TEPAINM, A TAKXKe BbIABIECHNE
IPEfMKTOPOB PA3IMYHBIX BAPUAHTOB TeUeHUA 3a60/IeBaHNA U
OTBETa Ha TEPATINIO.

3akAlueHue

B pabore mpepcraBieHa mogpoOHast XapaKTePUCTUKA KO-
roptel nmanueHToB ¢ IgG4-PII®, onmcaHbl ¥ IPOUIIOCTPU-
pOBaHbl KJIIOUeBble K/IMHUKO-TabOpaTOpHBIE, MHCTPYMEH-
TasbHbIE U aToMopdoornyeckie gaHHble. I1o cpaBHEHUIO €
3apyOe>KHBIMY JaHHBIMU B POCCHUIICKOI KOTOPTE OTMeYaeTCst
MTOBBIIIEHHAs] YaCTOTA aTUIIMYHBIX (He IepUaopTaIbHbIX) J10-
Ka/JM3aLMii, a TAKXKe BBICOKAasA pacnpocTpaHeHHOCTh VIMBII,
9YTO HEOOXOAMMO YYMTHIBATH HPU BBIOOpPE TepaleBTIYeCKO
TaKTUKIU.
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Cnmcok cokpaumeHmri

AHA - aHTUHYyK/IeapHble aHTUTeNIa

ACC3 - aTepocKnepoTiyecKe cepfiedHO-COCYAUCTbIe 3a00TeBaHMA
WTI'X - MMMYHOTUCTOXMMUYECKOE

VIMBII - vH}ex1msa MOYeBbIBOAAIMX My TEl
KT - xomnbioTepHas Tomorpadus

KY - xoHTpacTHOE ycunenue

II9T - HO3UTPOHHO-IMUCCHOHHAs TOMOrpadus
PII® - perponeputoHeanbHblit Gp16pos

C]I - caxapHblit Anaber

C[I 2 - caxapHblit guabet 2-ro THIIA

CO3 - cKOpOCTb OCeNaHNA IPUTPOLUTOB

CPB - C-peakTuBHbIit 6e/10K

®P - dpakrops! pucka

C3/C4 - 6enknu cucremsl komnnementa C3 u C4

CD138+ - monoxxurensusie no CD138 (kimacrepy suddepernuposku 138)
Ig - uMMyHOTIO6YIMH

IgG4+ - monoxuTenbHbIE 10 UMMYHOIIOOY/IMHY G4

IgG4-C3 - ummyHornobynmn G4-cesasaHHOe 3a60/1eBaHNe

IgG4-PII® - mmmyHOrnobynmun G4-CBA3aHHBI PeTPOIEpPUTOHEANTbHBIN
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