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Pesrome

[Tpu IgG4-acconmmupoBaHHOM 3200JIEBAaHUH YaCTO TTOPAYKAIOTCS HECKOJIBKO OPraHOB M TKaHEH, 0COOEHHO
TKaHH II0YEK, YTO XaPaKTEPHU3yeTCs] HHTEPCTULNAIBHBIM HE(PPUTOM, 0OCTPYKTHUBHOM HedpomaTHel 1 B peaKuX
CITyJasix — TJIOMepyJIonaTreil (BKIrouas MeMOpaHO3HYIO HE(PPOIIATHIO).

IgG4-acconmupoBanHoe 3a00JieBaHUE BBIJICIIEHO B KAa4ECTBE CAMOCTOATEIHHON HO30JIOTHYECKON (DOPMBI
B 2003 romy, KoT/Ia y MAIMeHToB ¢ ay TONMMYHHBIM TTAaHKpeaTuToM | THra ObLi 0OHApY)KEeHbI IPU3HAKHA CHCTEM-
HOTO TIOpaXeHHS (BOBJICUCHUE KEITYHBIX ITyTeH, CIFOHHBIX jKeje3, 3a0pIOMIMHHOTO TPOCTpaHCcTBa), a B 2012
rozy NPEAIoKEHa IepBasi MEXAyHapoIHasi HOMEHKIIATypa 3a00JIeBaHusl.

Knuanaeckne nposienenus [gG4-acconmmupoBanHoro 3aboieBaHusl HeCIIEUGUIHBI U pPa3HOOOpA3HBI, 9TO
ornpenensieT TpyrHocTH AuddepeHanbHOl AMATHOCTHKHY, B TOM YHUCIIE ¢ MHPEKIMAMH U OIyXOJISIMHU, U YBEJIH-
YUBAET CPOK OT Hadasa O0JIE3HHM JI0 YCTAHOBJICHHUS THarHo3a B cpeaHeM Ao 2 netT. [gG4-acconunpoBanHoe 3a00-
JIeBaHUE Yallle pa3BUBACTCS B CPEIHEM U ITOXKHIIOM Bo3pacTe. PacipocTpaHeHHOCTh Cpeu MYKUHUH BbILIE, YeM
CPeAM KeHIIMH. TaK, y My>KUMH 4Yallle BCTPEUYAIOTCs] ayTOMMMYHHBIN MTAHKPEAaTUT | THIA, peTPOIEPUTOHEAb-
HbIH GUOPO3 U TYOYIOMHTEPCTULHNAIBHBIN HEQPUT, a y KEHIIUH — CHAJIOACHUT, JaKPUOAJCHNUT U TUPCOUINT.

B oT10if cratee MBI mpencTaBiIsieM KIMHUYeCKui ciydail [gG4-accolmmpoBaHHOTO CHCTEMHOTO 3a00JeBa-
HUSI C COYETAHHBIM MTOPAXKEHUEM TyOYJIOMHTEPCTULHAIBHOTO U ITIOMEPYJISIPHOTO KOMIIAPTMEHTOB TKAHH ITOYKH
¢ HE()POTHUECKUM CHHAPOMOM B Ka4€CTBE €AMHCTBEHHOIO HayajabHOTO mposiBaeHus. Coueranue 1gG4-TyOyro-
MHTEPCTUIMAITFHOTO HeppuTa ¢ MeMOpaHO3HOW HedporaTHel SBIsieTcs KpailHe peikoi marojoruei. Pemaro-
MM B AMAarHOCTHKE JAHHOTO COCTOSIHUS SIBWIACh HE(POOMOICHs, KOTOpasi MO3BOJIMIIA Ha3HAYUTD MALUECHTY
MPaBUIIBHOE U CBOEBPEMEHHOE JICUCHHE.

KaroueBbie cioBa: memOpaHosHass Hedponarus, HeppoOuoncus, HePPOTHUSCKHHA CHHIPOM, TyOyIo-
WHTEepCTUIHANBHBIN HeppuT, [gG4-acconmupoBaHHbie 3a00JIeBaHUS.
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HO20 NOpAdiCeHUsl NOYeK, CEA3AHHBIU C IgG4—accouuup0éaHHbZM cucmemnbiym 3aoonesanuem. Tpanciayuonnas
meoduyuna. 2024, 11(4): 364-370. DOI: 10.18705/2311-4495-2024-11-4-364-370. EDN: CIAHCE
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Abstract

In IgG4-associated disease, several organs and tissues are often affected, especially kidney tissue, and is char-
acterized by interstitial nephritis, obstructive nephropathy, and in rare cases glomerulopathy (including membra-
nous nephropathy).

1gG4-associated disease was isolated as an independent nosological form in 2003, when patients with type 1
autoimmune pancreatitis were found signs of systemic damage (involvement of the biliary tract, salivary glands,
retroperitoneal space), and in 2012 the first international nomenclature of the disease was proposed.

The clinical manifestations of IgG4-associated disease are nonspecific and diverse, which determines the
difficulties of differential diagnosis, including infections and tumors, and increases the period from the onset of
the disease to diagnosis to an average of 2 years. [gG4-associated disease is more likely to develop in middle age
and old age. The prevalence of the disease is higher among men than among women. Thus, autoimmune pancre-
atitis type 1, retroperitoneal fibrosis and tubulointerstitial nephritis are more common in men, and sialoadenitis,
dacryoadenitis and thyroiditis are more common in women.

In this article, we present a clinical case of IgG4-associated systemic disease with a combined lesion of the
tubulo-interstitial and glomerular compartments of kidney tissue with nephrotic syndrome as the only initial
manifestation. The combination of IgG4-tubulo-interstitial nephritis with membranous nephropathy is an ex-
tremely rare pathology. Nephrobiopsy was crucial in the diagnosis of this condition, which allowed the patient
to be prescribed proper and timely treatment.

Key words: IgG4-associated diseases, membranous nephropathy, nephrobiopsy, nephrotic syndrome,
tubulo-interstitial nephritis.
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Cunucok coxkpamennii: UI'X — ummyHorucroxu-
musi, MCKT — MynpTucnupangbHas KOMIIbIOTEpHas
tomorpadus, OAM — obmuii ananuz mouu, OBIT —
oprasbl OpromrHoif motoctu, OI'K — oprans! rpyHOi
kiaeTku, COD — CKOpPOCTh OCEHaHUsl 3PUTPOLIUTOB,
CPb — C-peaxrtusnsiii 6emok, CCO — ceprieqHo-co-
cyaucteie ocnoxkHeHus, ®B — Qpakius BeIOpoCa,
XBIT — xponnueckas 6omne3ns nmouek, XCH — xpo-
HUYECKasl cepaeyHasi HeI0CTaTOYHOCTb.

Brenenue

[loBeiieHHBIE YpoBHU [g(G4 B CBIBOPOTKE KPOBU
ObuIM OOHApy’>KEHbl y MALMEHTOB C ayTOMMMYHHBIM
nankpeatutoM B 2001 roay, a B 2003 roay xoHien-
st 3a0oseBanusl, cBs3aHHOrO ¢ [g(G4, Oblna BiepBhIe
npeaioxeHa ssnonckuMu asropamu [1-3]. C tex nop
IgG4-accomuupoBannasie  3aboneBanus  (IgG4-A3)
MOCTENEHHO MpHU3HAIOTCs BO BceM Mupe. [laTonoru-
yeckue m3MeHeHus npu IgG4-A3 moryt HabmOIaTh-
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Csl B OJHOM WJIM HECKOJBKHX OpraHax MM TKaHSX,
BKJIIOYAsl CIIM3HUCTHIE OOOJIOUKH, CIIOHHBIC XKEJE3Hl,
CJIG3HBIE JKeJe3bl, TUM(aTHIECKUe Y3JIbl, IUTOBUI-
HYIO JKeJe3y, JIeTKHE, CPEeIOCTEHHE, >KEIYeBBIBOJS-
LIMe MYTH, HOMKEIYAOUHYIO XKele3y, aopTy, MOUYKH.
B nopaskeHHBIX OpraHax M TKaHSAX B OOJBIIMHCTBE
CllyyaeB MOXXET HaOmomatbcs  HMHOUIBTpaLUs
IgG4-n0NO)KUTENBHBIMU  TIIAa3MaTUYECKUMHU  KJIET-
KaMH, a B CBIBOPOTKE KPOBH BO3MOXKHO ITOBBIIICHHUE
ypoBus IgG4. Ilpn IgG4-accommmpoBanHOM 3a00-
JIEBaHMM TOYEK B IATOJIOTMYECKHH MpoLEecC BOBIIE-
Kal0TCs KaK TMOYKH, TaK M OKPYXKarOLUe MX OpPTraHbI
¥ TKaHH. [ TaBHOI 0COOEHHOCTHIO MTOBPEKICHUS TIO-
4yeK sBIsieTcs cBs3aHHBIN ¢ IgG4 TyOynmomHTEpcTH-
nuaneHerit Hedput (IgG4-TUH) [4, 5], Ha KOTOPHIN
npuxogutcs 15-24,6 % Bcex IgG-A3. B nanHoil cra-
Th€ MbI COOOIIAEM O KIMHHMYECKOM Cllydae MalueH-
ta ¢ IgG4-accoruupoBaHHBIM 3a00JIEBaHUEM TIOYEK
¢ He()POTUUECKUM CHHIPOMOM B Ka4€CTBE OCHOBHOT'O
KJIMHUYecKoro nposieieHus. IlpoBoxnmas Ttepamnus
IgG4-A3 TIIOKOKOPTUKOUAAMH TOKa3alla CBOIO (-
(DeKTHMBHOCTH B YMEHBIIEHHH O00BheMa 0OpazoBaHUA,
HO HE TOBJIHIA Ha He(hpoTHUeCKHit cuHIpoM. Jlanb-
Hellee THCTOJIOrMYECKOe UCCIIeI0OBAHNE TKAHM T10Y-
KU noaTBepawno nuarto3 IgG4-acconuupoBaHHOIO
WHTEPCTULHAIBHOTO TOPAXECHUS TOUEK B COUCTAaHUHI
¢ MeMOpaHO3HOH HedpomnaTtuel, B CBA3M C YeM IPO-
TOKOJI JIEYeHU s ObUI U3MEHEH, YCTAHOBJICHA €T0 yI0B-
JIETBOPUTEIbHAS TepaneBTHUecKas 3P PEeKTUBHOCTb.

Kinunuvecknii ciyuai

My>xumnHa 62 JeT NOCTYyNUJI B CTAUOHAP C JKAJIO-
0aMu Ha OIBILIKY, HIPUCTYTIBI YAYIIbSI, OTCKH HUKHUX
KOHEYHOCTEH C TMPEeABAPUTENbHBIM IHATHO30M: Ca-
XapHbIH nuaber 2 THMa; TUIepTOHHYECKass 0OJIEe3Hb
III craguu, puck cepreyHO-COCYAUCTHIX OCIOXKHEHUN
(CCO) 4; XCH Ila ¢ ®B 2-3 ¢. k.; XpOHHYECKH Ta-
CTPHT; IIOJUIIO3 XKETyIKa; TSXKEIJbIH a0pTaJbHbIN CTe-
HO3; nuadbeTudeckas Hepomarus; XbII C1A3.

B 2014 romy mnaunumeHT OTMETWUJ YBEIMYCHUE
LICHHBIX, IOAMBIILCYHBIX JHUMQaTHUYECKUX Y3JIOB.
02.04.2015 BeIIONHAIACH DBKCIM3UOHHAA OHOIICUS
MOAHM)KHEUYEIIFOCTHOTO  TMM(ATHIECKOro ysna, IpHu
THCTOJIOTHYECKOM HCCIICIOBAHUM BBIBICHBI MOpQoO-
JIOTHYECKHE MPU3HAKK TyOepKyne3a JTUMQaTHueCKuX
y3n0B. IlpoBomumasi npoTHBOTYOEpKyae3Has Tepa-
must Obta HedpdextuBHOH. C 2016 Toma mosBUIaCh
OJIBIILIKA MPH (PU3NYECKUX Harpys3Kax, a TaKkxKe Ipu-
cTynbl ynymbs. [Ipoxonmn obcnenoBanue (BBIMHUCKU
HE TIPEJOCTaBJICHBI), CO CIIOB OOIBHOTO, BepU(HUIH-
pOBaH IMarHo3 OpOHXWAJIBHOM acTMbl, MOMy4all HH-
TaJSIIMOHHYI0 OPOHXOMUTHYECKYIO Teparuio — ¢ IOo-
noxwutenbHbIM 3(pdexrom. C 2018 roma HapacraHue
OJIBIILIKY, TOSBJICHHE OTEKOB HMXHHUX KOHEYHOCTEH.
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JlaboparopHo B obmeMm ananmze Moun (OAM): Genmok
5 /1, eAVHUYHbBIC JEHKOLMTHI, H3MEHEHHbIE 3PUTPO-
UUThL, THaguHoBble HUAUHAPHL Ilo manHeiM MCKT
opranos rpyasoi knetkn (MCKT OI'K) ot 20.11.2018
BBIBJICHBl MHOXCGCTBEHHBIE O4YaroBble 00pa3oBa-
HUS, YBeIMUYeHHe TuMdarndecknx y3moB. 21.11.2018
BBIIIOJIHEHAa Owmoncus JMM(aTH4eckoro ysia cpezo-
CTEHUsI, PH TUCTOJOIMYECKOM HCCIIECJOBaHUU KOTO-
POro BBISBJICHBI NMPHU3HAKW CHHYCOBOTO T'MCTHOLMTO-
3a. [lo manapiM MCKT opraHoB OpromHOW TOJOCTH
(MCKT OBII) ot 08.2019: HIXEe TOYEUHBIX COCYHAOB
clieBa IapaaopTajlbHO BBIIBICHA Macca pa3Mepamu
4,0%2,9 cm. JlabopaTopHO: CyTOUHas TPOTEHHYPHS
19,6 r/cyT, B KIMHUYECKOM aHAIHM3€ KPOBU DO3HHO-
¢umer — 1,8%10%n (18,2 %), kpeaTHHHH KPOBH —
68 mrmoinw/n, pAHIIA+++, cAHILIA+++. Crermdu-
yeckas Tepanus He npoBoauiack. IlanmeHT oTMeTHi
HapacTaHUE OJBIIIKH, OTEeKoB. lIpmHMMan mouderos-
Hble Tipenapatel. B ampene 2020 roma mamueHT OBLT
TOCIIMTAJIM3UPOBAH B CTAlOHAp, Tae Ipu obcie-
JIOBAaHUM BBIABJIECHBI cienytomue usmeHenus: COD
76 mm/4, CPb — HOpM™Ma, Temornodona — 113 /1, 06-
i 6enok — 46 1/, anpOymMuH — 22 T/71, KpeaTHHUH
kpoBu — 70 Mrmons/n, AH®, anturena x nc/IHK,
AHIA — otpumnarensro. IgG 23 r/n (pedepeHcHbIe
sHaueHust 7-16 v/m), I1gG4 2,91 r/n (pedepeHcHbIe
3HaueHus 1,35-1,44 v/m). Cyrtounas mortepst Oenka:
19,32 r/cyt. MCKT OI'K, OBII, Manoro Taza: BeIpaskeH-
Hast TUM(aeHONaTus CPEIOCTEHUs], TeNaToCIICHOME-
ranus, BbIpQKCHHAS MapaaopTajibHas, HapaBa3ajibHas
HHOUIBTPALMSL, JTUM(aIeHONATHs 30HbI CKAHHPOBAHUS
C BOBIIGUEHHEM JIEBOTO MOYETOYHHKA (OOCTPYKITHS)
CO CHIKEHHEM (DYHKIIMH JICBOU IOYKH, Pa3BUTHUEM T'H-
IpoHedpo3a. brorncust Manoi CIFOHHON KeJe3bl: Xpo-
HUYECKUH CHAJOICHNUT C HAIMYKMEM NapagyKTalbHOTO
CKOTUTeHUSI, coiepkariero oonee 50 mumdormros, mpu
UI'X uccnenoBaHUM — YMEPEHHOE KOJIMYECTBO ILIA3-
Matudeckux kietok (CD38+), B 3HAYMTETLHOW YacTH
IIa3MaTHUECKUX KIIETOK OIPEAEISIETCSl SKCIPECCUst
IgG u IgG4. Cormnacno kputepusim ACR/EULAR
ot 2019 roga, nuarnoctupoBano 1gG4-accounnpoBan-
HOe 3a0o0yieBaHUE: THCTOJIOTMYECKOE HCCIICIOBaHNE
MaJIOH CIIFOHHOM eje3bl (MH(uIbTpanus IiasMaTu-
yeckuMu kietkamu > 10 [gG4+), medpodbuoncus (re-
MOHCTPHUPYET Pa3pO3HEHHBIC MJIa3MaTH4YECKUE KIIETKH,
skcnpeccupyromue CD138, IgG n [gG4), noBbimenne
ypoBHs 1gG4 B KpoBH, MOpaKEHUE NOYEK, TOPAKECHHE
JIETKUX, MOPaKCHUE HOKEITYIOUHOH >KeJle3bl, Mopa-
JKEHHUE PETPONEPUTOHEATILHOTO IIPOCTPAHCTBA.

B konue urons 2020 roga HauaTa Tepanusi METHII-
npenan3oioHOM 40 Mr/cyT, Ha (JOHE Yero oTMedaln
HapacTaHUE BBIPAXKEHHOCTH OTEYHOTO CHHAPOMA,
onbimku. IIpoBoanTes MOCTENEHHOE CHUKEHUE JI03bI
T'KC. Asrycr 2020 roga — rocnuTajin3anus B CTalu-
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oHap. B mepuon rocnuranu3anuu odpamano Ha cels
BHHUMaHHUE HAJIMYNE aHAcapKH Ha (JOHE BBIPA’KCHHOTO
HepoTrueckoro cuHAapoMa. JlaGopartopHo: cyTOd-
Hasg noreps Oenka 15,99 r/cyT, anOyMuUH KpOBH —
13 1/m, o6t 6enox — 43 /1, KpeaTHHUH KPOBU —
63 MKMoJIb/1, MoyeBMHa — 12,9 mMmoas/i1, CPb —
107,4 wmr/n. Ha ¢doHe MaccHBHON AMypeTHYECKOU
TEpanuyu OOCTUTHYT OTYETIMBBINA MOJIOKUTEIBHBIN
oTBeT (MuHYC Ooree 20 KT TI0 Macce Tela), 4TO MO3BO-
JIAJIO BBIMIOJIHUTE KOHTPOJbHOE uccaenoBanue MCKT
OBIl, no naHHBIM KOTOPOH y MalMeHTa OTMEYaeTCs
MOJIOKUTEbHASI AMHAMUKA B BHJIE YMEHBILICHUS IIPO-
SIBJICHUI OCHOBHOT'O 3a00JI€BaHU .

C y4eToM COXpaHSIOLIErocsi He(POTUIECKOIO CHH-
Ipoma, Ha (OHE MPOBOAUMOI Teparuy, 3arof03pPeHO
HaJIMUUE DIOMEPYJSIPHOTO, a HE XapaKTEPHOIo IJist
IgG4-A3 TyOynOMHTEPCTUIIMAIBHOTO TIOBPEKICHUS,
B CBSI3U C Y€M IALUEHTY BBINOJIHEHA HePpPOOHOIICHS.
l'ucronornueckoe ucciaeaoBaHUE MPOBOIMIOCH METO-
JaMH CTaHIAPTU30BaHHBIX CBETOBOTO, MMMYHOQIII0O-
PECLIEHTHOIO M HMMMYHOTMCTOXMMHUYECKOIO HCCIIEN0-
BaHui. Ha cBeTOBOM ypOBHE HCHONB30BaHbI OKpacKa
FEeMATOKCUJIIMHOM U 303UHOM, PAS-peakuus, okpacka
TPUXPOMOM 10 MaccoHy ¥ MMIpETHAIMs COIIMH Ce-
pebpa mo Ixoncy. IpencraBneHbl KOPKOBBIN U MO3TO-
BOH CIIOM TKaHW TOYKH; 16 KITyOOYKOB, 3HAYUTEIEHO
YBEIMYEHHBIX B pa3Mepax, 0e3 NPU3HAKOB THIICPKIIE-
TOYHOCTH, TOJYJIYHHH, IOJTHOTO ¥ CETMEHTapHOIO IJIO-
Mepynockiepos3a. OTMeuaeTcst BU3yalbHOE YTOJILCHUE
OJTHOKOHTYPHOH TIIOMEPYIISIPHOHM 0a3aIbHON MeMOpaHBbI
1 ee HEpaBHOMEPHOE MMIIPETHUPOBAHHUE CONSIMH cepe-
Opa B BHJIE 36PHUCTOCTH, MEJIKOW BaKyOJIM3aLH U CeT-
MEHTapHOH «IIUIIOBATOCTW» BOJb HApPYXKHOTO KOH-
Typa. OOpamaer Ha ce0s BHUMaHUE KPYIHOOYAroBbII
rpyOOBOJOKHHUCTHIN (PHUOPO3 C TIOTHOW YTPaTOH TUCTO-
ApXUTEKTOHUKY TKaHU MOYKH. B ygacTkax coxpaHHOro
KaHaJIbLIEBOIO PUCYHKA LIUTOILIA3MA SIUTEINS KaHab-
LIEB MEJIKO3EPHUCTAsA, C COXPAHCHHOW IIETOUYHOM Kaii-
Moii. CTeHKH apTeproI 1 apTeprii MEJIKOTO Kainopa 6e3
[IaTOJIOTHYECKUX M3MeHeHuH. [IpsiMmoe mMmyHOQI00-
PECLIEHTHOE HCCIICIOBAaHNE, BBIIIOJIHEHHOE Ha CBEXKe-
3aMOpoxeHHBIX cpe3ax ¢ FITC-koHbIOrHpOBaHHBIMU
aatutenamu Kk IgA, IgG, 1gM, Clq, C3, ¢pubpunore-
Hy, JerkuMm 1iersiM kappa u lambda, nemoHcTpHpyeT
TUQPY3HYIO CyOINHUTENNANBHYIO TPaHYJISPHYIO DKC-
mpeccuto 1gG (++++), Clq (+), C3 (+), kappa (++++),
lambda (++++). IMMyHOTHCTOXMMHUYECKOE HCCIIE0Ba-
HUE, BBIIOJIHEHHOE NMMYHOIIEPOKCHIA3HBIM METOIOM
Ha mapaduHOBEIX cpesax ¢ antutenamu k CD138, IgG,
IgG4, na manom yBemmuenun (x100) mpomeMOHCTpH-
POBAJIO Pa3pO3HEHHBIE IUIA3MATHYECKUE KIIETKH, JKC-
npeccupyromue CD138, IgG u 1gG4, B 30HE KpymnHO-
09aroBOr0 HHTEPCTUIMAIILHOTO (hrbpo3a. Ha Oombimom
yBenmueHnn (x400) B 30HE MaKCUMAaJIbHOTO CKOTUICHHS
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KJIETOK B moJie 3peHust onpeaessitores 15-23 [gG4-no-
3UTHBHBIC IUIA3MaTH4eckue KieTkh. COOTHOLIeHHue
1gG4/1gG cocraBmino mpumepro 1:1,5. B kimyGoukax
ornpezaenseTcs CyOsNuTeNnualbHas TpaHyJspHas 3Kc-
npeccust 1gG n IgG4. B TyOymsipHBIX 0a3aibHBIX MEM-
OpaHax — MyJIBTU(OKAIbHAS YMEPEHHAs TPaHyIIsIpHast
skcnpeccus IgG u [gG4.

Ha ocHOBaHMM I'HCTOJIOTHYECKUX HAXOMOK 3aKJIII0-
yenne chopmynupoBaHo kak «Couetannoe [gG4-ac-
COLIMMPOBAHHOE TOpakKeHUE TKaHU modek: 1) mud-
¢y3Has MemOpaHo3Has Hedpomarus, ctagus [-II;
2) xpymnHOoo4aroBelii 1g(G4-mO3NTHBHBIA WHTEPCTH-
nuaibHbI GUOPO3 ¢ HapyIIEeHHEM I'MCTOapXUTEKTO-
HUKHM TKaHU Nouku B ucxone IgG4-accouuunpoBas-
HOTrO TyOYJOMHTEpCTUIHAIBHOIO HedpuTtay. Takum
obpazom, MaTepran He(pOOHOIICHU TOKYMEHTHPYET
COYETaHUE JTOBOJIBHO peakoro Bapuanta IgG4-acco-
LUUPOBAHHON MOYEYHOI MATONOTUU B BUAEe MeMOpa-
HO3HOW He(pOomaTHH M 4acTOro €e BapHaHTa B BHUJE
TyOyJIOMHTEPCTULHATIBHOTO HeppHUTa, HO B JIOKAJIH-
30BaHHOI KpPYNMHOOYaroBoil ¢opMe M yKe B CTaguu
ucxozna B ¢pudpos. Crnenyer OTMETHTD, UTO B TaHHOM
cnyvyae IgG4-accouuupoBaHHBIA HHTEPCTULHAIIb-
HBI puOpo3 B marepuaie HedpoOHONICHH HE OTpa-
KaeT CTeNeHb TYOYyJOMHTEpPCTUIIHAIbHOTO (GrOpo3a
B IIOYKE B IIEJIOM, IIOCKOJIBKY SIBJISIETCS OYaroBbIM H,
YTO ropaszio BasKHee, He CONPOBOXKIACTCS HAPYLICHU-
€M a30TOBBIACTUTENBHON (PyHKIINH TIOYEK.

TaxuMm oOpa3oM, Hamuue MeMOpaHO3HOH Hedpo-
naTUM U OOYCIIaBIMBAET BBIPAKCHHOCTb MPOTEHHY-
PHUH y JAaHHOTO MALMEHTA.

C yueToM BBISBICHHBIX T'MCTOJOIMYECKUX H3Me-
HEHMH OBLIO MPUHSATO peleHre 00 MHUIMALUN Tepa-
MUAA TUCKIIocTiopuHOM B 103e 200 mr/cyT. [Ipomomxe-
Ha Tepamnus MNPEeIHNU30JIOHOM B 103¢ 5 MT (HadajbHast
no3a 20 MI) U COMyTCTBYIOMIasl Tepanus (CHUPOHO-
JaKTOH 75 Mr/cyT, pypocemun 40 mMr 3 pas3a B CyTKH,
nBabpaauH 5 MT 2 pas3a B CyTKH, alleTUIICATIULIIOBAs
kucnora 100 MT /CyT, HHCYIIHH IO CXeMe).

B wurone 2021 roma miaHoBas TOCIIMTAJIM3AIHS.
[Ipu oOcnenoBaHnyN BBISIBICHA MUHUMAaJIbHASI aKTHB-
HOCTb OCHOBHOro 3a0oseBaHusi. CHUXECHUE YDPOBHS
cyTouHOl motepu Oenka mo 1,81 r/cyT. A30TOBEI-
nenuTenbHas (YHKLUS HE HapylleHa: KpeaTHHUH
kpoBu — 80,6 MKMOITB/J1, MOYEeBHHA — 8,7 MMOJIB/JI,
OTCYTCTBOBaJIa aHeMHus: reMornoous — 131 r/m. Ot-
MEUaeTCsl BBIPAXKEHHAs IOJIOKUTENbHAsT JUHAMHKA
B OTHOLICHWU HOPMaJM3allMK yPOBHs oOuiero Oenka
no 73 r/n, anpOymuHa 34 /1.

Koatpors MCKT OBIIl u 3a0prommHHOTO Tpo-
CTPAHCTBA: MOJIOKUTEJIbHAS AMHAMUKA B CPAaBHEHUU
C JaHHBIMM MPEIBbIAYIIErO MCCICAOBAHMUS B BHIE
MOJHOTO perpecca acuuTa, aHacapkH, CyOTOTalb-
HOTO perpecca peakTUBHBIX HW3MEHEHHUH KJIETYaTKH
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Puc. 1. Jannbie MCKT OBII u 3a6poomimHHOr0 NPOCTPAHCTBA: A — 10 Tepanuu HUKJIOCIHIOPUHOM,
B — nocJie Tepanuy MUKJI0CTIOPUHOM

Figure 1. Data multispiral abdominal CT scan and of the retroperitoneum: A — before cyclosporine
therapy, B — after cyclosporine therapy




B 30HE CKaHMPOBAaHMS. YMEHBIICHUE Pa3MEpOB Iapa-
AOpTaJIbHBIX MH(QUIBTPATOB. 3HAUYUTEIIbHBIN perpecc
obvema numpaneHonatuu. CoxpaHsercs aumdbane-
HOIIATHsI 30HBI CKAaHUPOBAHMS, YTOJILIICHHUE CTEHOK
JIOXaHOK M MOYETOYHHUKOB. Henb3sl HCKIIOUHUTH CTe-
HO3 CpEeAHEH TPEeTH JICBOIO MOYETOYHHKA B TOJIILE
nHbuIbTpaTa (paHee BBISABICHHOTO) (puc. 1: A —
10 Tepaluy LUKJIOCIOPHUHOM, B — mocie Tepanuu
[AKJIOCTIOPHHOM).

VYuuThiBas XOpOLIYIO KJIHWHHUKO-T1a00paToOpHYIO
JUHAMHMKY CO CTOPOHBI OCHOBHOTO 3a0oJieBaHUS,
PEKOMEHJIOBAaHO MNPOAOIKUTH cHUXkeHue 1036l ['KC
710 TIOJTHOH OTMEHBI U 3aMEHUTh Oa3UCHBII mpenapar
Ha a3aTHONPHH.

C asrycra 2021 roga no HacTtosiiee BpeMs naiu-
eHT noiy4Jaet azatuorpuH 50 mr o 1 TabneTke 3 paza
B ICHB, IIPUEM NIPEIHNU30JI0HA HA CET'OAHS IOJTHOCTHIO
IIPEeKpaILCH.

Kannnvecknii 1nar1o3

Ocnoenoe 3aboneeanue: 1gG4-accounupoBaHHOE
CHCTEMHOE 3a00JIeBaHHE C MOPaKEHUEM IMOYEK (MeM-
Opano3Has Hepponarus I-1I; kpyrmHOOUaroBeIif HHTEP-
CTUIMATBHBIN (PUOPO3 B MCXOIE TYOYJOWHTEPCTHUIIH-
anpHOrO HedpuTa), MOAHMKHEUCTIOCTHBIX CIIIOHHBIX
KeJie3, COCy0B (LUPKyIspHas HHQUIBTPALHs BOKPYT
H/OpBDKEeUHOW aprepun), JTUMQPATHYECKUX Y3JI0B
(mMmbaneHonatus MIEHHBIX, BHYTPHOPIOMINHHBIX,
BHYTPUTPYIHBIX, MAXOBBIX J/y W II/y CPEIOCTEHHS),
JeTKuX (MHOYKECTBEHHBIE O9aroBbie 00pa3oBaHus).

OcnoxcHenusa: PeTPONCPUTOHEANBHBIN  (HUOPO3
C BOBJICUCHHEM JICBOTO MOYETOYHHKA; JIEBOCTOPOH-
Huii ypereporunponedpos; XbII C2.

Conymcmeyrouwuii: caxapHblii TrnabeT 2 Tuma; TH-
niepToHndeckas 6omne3ns I craguu, puck CCO 4; 13-
xKelblit aopTanbHbIi cTeHo3; XCH Ila ¢ ®B 2-3 ¢. k.

3akiouenne

AccounnpoBanubie ¢ IgG4 3aboneBaHus mpen-
CTaBIAIOT COOOW HOBYHI TPYyNIy ayTOMMMYyHHOU
[IATOJIOTUH, XapaKTEPHU3YIOLIYIOCS HaJIMYHueM ayTo-
antuten noakiacca IgG4. BaxxkHoe 3HaueHue B JU-
arHoctuke [gG4-accormmupoBaHHOTO 3a00JEeBaHUS
HMEIOT PE3yIbTaThl TUCTOJIOTHYECKOT0 1 UMMYHOTH-
CTOXMMMYECKOI'O HCCIEJOBAHUH, KOTOPBIC MO3BOJIS-
10T BBISIBUTH XapaKTEPHbIE THCTOJIOTHYECKHE H3Me-
HEHHUS U yBenuuyeHue konaunuectBa [gG4-nmo3uTUBHBIX
IIa3MaTHYeCKUX KJIETOK B TKaHsX [6, 7].

Jannas rpymnma 3a0oieBaHM WMeeT OOIBIION
Ha0Op KJIMHMYECKUX NPOSABIICHUH, Omaromaps MHO-
KECTBEHHOMY MOPAXEHUIO OPTaHOB, BKJIOYAs 4acTO
MOpa’kKeHUE MOIKEITYAOUHON KeJIe3bl, CIIOHHBIX JKe-
Je3, MMTOBUAHON JKeJe3bl, JETKUX, 3a0pIOIINHHOTO
IIPOCTPAHCTBA, IOYCK.

Knunmyecknii cmy4qaii / Case report

Perpomnepuroneansasbiii puodpos (PIID) — nanbo-
nee yactoe nposiienue [gG4-A3. PII®, ceszaHHbII
¢ IgG4-A3, cirenyetr nuddepeHIpoBaTh CO BTOPUY-
HbIM PII® Ha dhore TyOepKyIIe3HOT0 TOpaXKeHusl, cap-
KOHMI03a, OHKOJIOTMYECKUX 3a00JIeBaHUM, JTUMPOMOM
X0 KKWHA U HEXOKKMHCKOM TM(OMOH, capkoMOii,
KapUMHOMOW KMILIEYHHUKA, JKeJIyAKa.

Heobxonumo mpoBonuTh auddepeHnnanbHbIi -
arHo3 ¢ CHCTEMHBIMH BACKYJIMTaMH. BaXXHO IOMHUTB,
YTO HAJMYME MOJOKHUTEIbHBIX AHTUTEI K [IUTOIIA3-
Me HEUTPO(UIIOB BO3SMOXKHO B PAMKaX MEPEKPECTHOTO
cuHgpoma [8].

CTouT OTMETHUTH, YTO OJHUM H3 CaMbIX Ba)KHBIX
MOMEHTOB JJIsl YTOUHEHHMsI AMAarHo3a Mpy JJaHHOM 3a-
0OJIeBaHUU SIBISETCSI THCTOJOIMUYECKOE HCCIIeI0Ba-
Hue, onpeneneHue yposHs IgG4 B kposu [9]. B vact-
HOCTH, IIAIMEHTY BBIIOJIHEHBl THUCTOJIOTMYECKOE
WCCIIeZIOBAaHNE Mallol CIIOHHOW Jkene3bl W Hedpo-
Ouoricus, Onarogapst KOTOPBIM YAaJI0Ch TOYHO YCTaHO-
BUTH IMAarHO3 U HA3HAYUTh ONTUMAJIBHYIO TEPaIIUIO.

CucteMHOE ayTOMMMYHHOE 3a00JIeBaHUE, CBS3aH-
Hoe ¢ nmmyHornoOynuHoM G4 (IgG4) ¢ mopaxkeHnem
[0YEK, OOBIYHO MPOSIBIISCTCS KAK OCTPBIN NN XPOHU-
YEeCKHH TyOyJIOMHTEPCTULHATIbHBIA HEPPUT U Mpes-
CTaBIsIET cOOOM TUNHYHYIO TMCTOJIOIHYECKYIO (op-
My 3a0oJeBaHUs OYEK, cBsi3aHHOTO ¢ [gG4.

Y mammentoB ¢ IgG4-TMH Opima BeIpakeHHAS
TUIOKOMITJIEMEHTEMHUsI, YPOBHHU CbIBOpoTOUHOro C3
u C4, kak npu CUCTEMHOM KPACHOM BOJYAHKE U CMeE-
manHo# kpuornodynuaemud [10]. [lpudanHa pazButns
TUIIOKOMITJIEMEHTEMHUH HE COBCEM SICHA, TaK KaK caM
IgG4 cBs3pIBacTCS C KOMIIJIEMEHTOM ILIOXO.

IgG4-compsixkernas mMemOpaHO3Hast HedporaTus
BCTpeuaeTcst HaMmHOro pexe, ueM THUH. WMuoraa ux
MOKHO OOHApyXUTh oHOBpeMeHHo [11]. B mccnemo-
BaHnu 9 marnuenToB ¢ [gG4-conpsikeHHBIM MeMOpa-
Ho3HbIM ['H y 5 BeisiBnen IgG4-conpsixennsit TUH,
y 7 mpucyTcTBoOBaiu npyrue npossieHus 1gG4-A3
[12]. Hu y ogHOTO M3 AIIMEHTOB IIPpU OMOTICUH HE BHI-
SIBJIGHO ayTOAHTUTEN K peuentopam (ocdonumnassl
A2, XOTSl OHU ONpPENENsIOTCsS y BCEX JIUI C IEepPBHUY-
HBIM MeMOpaHo3HbIM ['H.

B nmanHO# crarhe MBI IpeAcTaBiisieM KIMHUYE-
ckuil cayyail IgG4-accounnpoBaHHOIO CUCTEMHOrO
3a00JI€BaHUsI C COYETAHHBIM IOpPaKeHHEM TyOyJIo-
WHTEPCTULUAIBHOTO U TJIOMEPYJISIPHOrO KOMHapT-
MEHTOB TKaHM HOYKH ¢ HEPPOTUUECKUM CHHIPOMOM
B Ka4e€CTBE €IMHCTBEHHOTO HAYaJILHOTO IIPOSIBICHUS.
KinHnyeckast kapTuHa TedeHHs 3a00JeBaHus y Ia-
LUEHTa OTINYaJach MHOT00Opa3ueM CUMITOMATHKH,
YTO TPHUBEJIO K HEOOXOTUMOCTH AU(PEpEeHIINATBHON
JUArHOCTUKM MEXJAY CHCTEMHBIMH BacKyJIHTaMH,
TyOepKyJe30M, capkouao3oM. llanueHTy BbInosHE-
HO OOWMpHOE J1IAOOPAaTOPHOE M HWHCTPYMEHTAJIbHOE
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HCCIEeN0OBAaHUE, BKJIIOYash OMOIICHIO MaJIOM CIFOHHOM
senesbl. CormacHo kputepusm ACR/EULAR ot 2019
rona, nuarHoctupoBano IgG4-acconuupoBaHHOE 3a-
Ooneanue. Ha ¢hoHe mpoBOIMMOIi TATOT€HETHUECKON
TEepanuyu HaOJIIOAANCS PErpecc CUMIITOMOB OCHOB-
HOTO 3a00JIeBaHUs, HO COXPaHSJICA HEYPOTUUECKUN
CHHAPOM.

YuuThIBasi HETUNUYHYIO KJIMHUYECKYIO KapTHHY
B BUJE INPOIPECCUPYIOIIEro He(PpPOTHUECKOro CHH-
JIpoMa Ha (OHE perpecca OCHOBHOTO 3a00JIeBaHWS,
MAIMEHTy BBITIOJHEHAa HE(POOHONCHS, IO PEe3yIib-
TaTaM KOTOpO#l Oblja TOATBEpKJeHa MeMOpaHO3Has
HedponaTus, uro B couetannu 1gG4-TUH sBnsercs
KpailHe peqKoi naToJOTUeH.
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