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PE®EPAT

IJeab. AeMOHCTpaNus peAKOro KAMHUYeCKoro caydas IgG4-
CBSI3aHHOT'O 3a00A€BaHUs B IPAKTUKE PEBMATOAOrd, TEAUATPA U
o(prarbMoAOra. MaTepuaa U MeTOABL. PeOeHKY 5 AeT C IaTOAO-
IMYECKUM IIPOIeCCOM B A€BOM TA@3HUILE, IIPOSBUBIINMCS A€BO-
CTOPOHHHUM 3K30(PTaAbMOM, CMellleHueM AeBOTO T'Aa3a MeANaAb-
HO, OTTPAHUYEHHEM ITOABUKHOCTHU KHapy)KI/I, B OCpTaABMOAOFI/I-
yeckoM oTpeAeHnr MOHMKHU 6bira TpoBeAeHA OPOUTOTOMUS C
I'ECTOAOTMYECKUM U UMMYHOTUCTOXUMUYECKUM UCCAEAOBAHUEM
Obuonrara. YcTaHOBAEH AuarHo3 IgG4-cBsizaHHOrO 3a00AeBaHUSA
C BOBAEUYEHHMEM TKaHeH AeBOM opOuTHL. Pe3yabTaTsl. B peBmMaro-
AOTHMYECKOM OTAE€AeHUM MOCKOBCKOI0 06AACTHOTO HAy4YHO-KC-
CA€AOBATEABCKOT'0 KAUHUYECKOTO MHCTUTYTa A€TCTBA MAABUMK
MOAYYUA IIYABC-TEPANIUIO TAIOKOKOPTUKOUAAMU C IEPEXOAOM Ha
TOAAEPKUBAIOIILYIO TEPOPAABHYIO TePANUIO, MECTHYIO TePAIUIO
B BUAe uHCTUAASATINY 0,19% pacTBopa AeKcameTas3oHa. [1pu OmbIT-
Ke CHUJKEHHS AO3BI 'AIOKOKOPTUKOUAOB BHOBb YBEAUUUAUCH
9K30()TAABM U OTEK BeK CAeBa. Tepanus ukAodochaHoM OKa-
3aAach Hed(P(PeKTUBHOMU. AOIOAHUTEABHO K II€POPAABHOMY IIPU-
eMy IPpeAHU30A0HA OBIA Ha3HAU€eH IIpHeM NpenapaTa Putykcumab
W3 IPYIIBl CHHTETHYECKUX XUMEPHBIX MOHOKAOHAABHBIX aHTH-

TeA. OTMevaeTcsi cTabuAM3aIus Ipolecca B AeBOM opOuTe u
YAyUllleHHe 00Iero cocTossHus pebeHka. [IpoAOAKUTEABHOCTE
pemuccuu 2 ropa. O6cyxpenue. [gG4-cBsg3aHHOe 3a00reBaHLe
XapaKTepuayeTcsd AUM(ONAA3MOIUTAPHON UH(PUABTPAIIEN TKa-
Heli ¢ npeobrapaHneM [gG4-TO3UTUBHEIX KAETOK U IIOCAEAYIO-
muM popMupoBaHueM pubposa. OPTarbMOAOTHYIECKUE IPOSIB-
Arenus IgG4-cBa3aHHOro0 3a60A€BaHKA Yallle BCET0 XapaKTepHu-
3yIOTCSl IOPaXeHueM TKaHeW OPOUTHl U CAE3HOM JKeAe3bl.
OOBIUHO PAa3BUBAETCS y AULL CDEAHETO BO3PACTa, B IepAuaTpHUye-
CKOU IIPAaKTHKe BCTpedaeTcd peAKo. 3aKaloueHue. [TallueHTHI,
crpaparomue IgG4-cBg3aHHBIM 3a00AeBaHUEM, MOTYT BCTPeYaTh-
csl B IIPAKTHKe PEBMATOAOra, IIepuaTpa U odrarbMorora. [lpu
HeCBOEBPEMEeHHOU AUAarHOCTUKE U AeYeHHH 3a00AeBaHNEe CKAOH-
HO K IIPOrPECCUPOBAHUIO, YTO IPUBOAUT K MHBAAUAU3ALINNY AU~
eHTa. OCHOBHBIM METOAOM AeUeHUd ABAIETCA A]\I/ITEAI:HI)Ifl Ipuem
TAIOKOKOPTUKOUAOB. B cAyuae cTepOUA-PEe3UCTEHTHOCTU UAU
CTEPOUA-3aBUCUMOCTH OCTPO BCTAET BOIIPOC O PAHHEM IMOAKAIO-
YeHUU UMMYHOCYIIPECCUBHBIX IIPeNIapaToB AU TeHHO-UHKeHep-
HBIX OMOIIpeNnapaToB

Karouessie caoBa: I[gG4-cBA3annasn 60Ae3Hb, AyMOUMMYHHbLU
0opOuUmMAaAbHLLI MUO3UM, JeMCKAA PeBMAMOAOI U, UMMYHOCYNpec-
cupyowas mepanus
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ABSTRACT
Case study

IgG4-related disease involving the tissues of the orbit in a five-year-old child
Yu.V. Kotoval, E.E. Grishinaz, E.L Kondratieval, G.I. Fokanoval, .M. Tarabanko®

lMoscow Regional Research Institute of Childhood, Mytishchi, Moscow Region, Russian Federation
ZM.F. Vladimirsky Moscow Regional Research Institute, Moscow, Russian Federation

Purpose. To demonstrate a rare clinical case of [gG4-related
disease in the practice of a rheumatologist, a pediatrician and an
ophthalmologist. Material and methods. A 5-year-old child had
alesion in the left orbit, manifested by left-sided exophthalmos,
medial displacement of the left eye, and limited outward eye

© Kotosa t0.B., lpuwuHa E.E., Kongpatsesa E.WN., ®okaHosa .U., TapabaHbko N.M., 2024

mobility. He underwent an orbitotomy with histological and
immunohistochemical examination of the biopsy specimen in
the ophthalmology department of M.F. Vladimirsky Moscow
Regional Research Institute. A diagnosis of IgG4-related disease
involving the left orbital tissue was made. Results. In the
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rheumatology department of the Moscow Regional Research
Clinical Institute of Childhood, the boy received pulse therapy
with glucocorticoids. When trying to reduce the dose of
glucocorticoids, exophthalmos and swelling of the eyelids on the
left increased again. Cyclophosphamide therapy was ineffective.
In addition to oral Prednisolone, Rituximab, a drug from the
group of synthetic chimeric monoclonal antibodies, was
prescribed. A stabilization of the process in the left orbit and an
improvement in the general condition of the child ocurred. The
duration of remission is 2 years. Discussion. I[gG4-related disease
is characterized by lymphoplasmacytic infiltration of tissues with
a predominance of IgG4-positive cells and subsequent formation
of fibrosis. Ophthalmological manifestations of IgG4-related

disease are most often characterized by damage to the tissues of
the orbit and lacrimal gland. Usually develops in middle-aged
people; it is rare in pediatric practice. Conclusion. Patients with
IgG4-related disease can be encountered in the practice of a
rheumatologist, pediatrician and ophthalmologist. If diagnosis
and treatment are not urgent, the disease is prone to progression,
which leads to disability of the patient. The main treatment
method is long-term use of glucocorticoids. In case of steroid
resistance or steroid dependence, early use of immunosuppressive
drugs or monoclonal antibodies could be considered.

Key words: immunoglobulin G4-related disease, autoimmune
orbital myositis, pediatric rheumatology, immunosuppressive
therapy
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AKTYAJIBHOCTD

JIHOM M3 PEJKHUX IIPUYHH ayTOMMMYHHOI'O BOC-

MAJICHUS TKAHEH IVIA3HUIIBI SBIACTCS UMMYHO-

r1ooynuH G4 (IgG4)-cBsa3aHHOE 3200/IEBAHHE,
KOTOPOE OTHOCUTCSI K MYJIBTUOPIAHHOM MATOJOTUM.
OJIHAKO NOPAKEHUE OJIHOI'O OPraHa, HalIpuMmep opou-
TAJIbHBII MUO3UT, MOKET Hd KAKOM-TO 3TAIIE ONEPEXATH
BOBJIEYEHHE B BOCITAJIUTEIbHBIN ITPOIIECC APYIUX OPrd-
HOB. IgG4-CBA3aHHOE 32060/IEBAHNE TIPEUMYIIIECTBEHHO
Pa3BUBAETCA Y MY;KIYUH CPEJAHETO BO3pacTa [1] v B neau-
ATPHUYIECKON ITPAKTUKE BCTPEUAETCA PEAKO. B murepary-
PE ONMCAHBI €IMHUYHBIE CIydau IgG4-CBA3aHHOTO 3260-
JIEBAHUA Y JETEH, ITIO3TOMY JUATHOCTUKA U JI€UYEHHE
JIAHHOM MNATOJIOTHUH V JIETEH IPEACTABIAECT UHTEPEC.
[IpeacrasnasgeM peaKknui cirydan 1gG4-cBa3aHHOro 3a60-
JIEBAHUS C BOBJICYEHUEM TKAHEH ITIA3HUIIBI U BEK Y IITU-
JIETHETO PEOEHKA.

Knunuueckuti cnyuail. B dpespane 2021 1. B otgene-
HHE PEBMATONIOIUH HaydHO-UCCIEIOBATENBCKOIO KIIN-
HHUYECKOTI'O MHCTUTYTA JETCTBA MOCKOBCKOIT O6JIACTH
noctynwi nanueHT 2015 roga posxkacHus. YKanoosl, 3au-
CAHHBIE CO CJIOB MAMBI, 3AKJIIOYAIMCh B OTEKE U IOKPAC-
HEHUM BEK CJ1€B4, Cydpebpunnrere. M3 aHaMHe3a XKU3HU
CTaJIO U3BECTHO, YTO ITOKPACHEHHUE U OTEK BEK INOABUINCh
B ceHTsA6pe 2020 1. HAa 4-1 EHb [10C/IE BAKIIUHAIIUH OT
rpumnma. B okrsope 2020 1. 06paTiiinch B MOPO30BCKYIO
JIETCKYIO TOPOJACKYIO KIMHHUYECKYIO OOJIBHHILY, I7I€ ObLI
BBICTABJIEH JJUATHO3: IICEBJOOIYXOJIb JIEBOH ITIA3HHUIIBL
C okTsA6ps 1O cepennHbl HOAOpss 2020 r. pebEHOK
HPOXOAWI KypC TEPANHU INIIOKOKOPTUKOUJAMU C TIOJIO-
SKUTEIBHBIM 3(P(HEKTOM, OJHAKO TTOCIE OTMEHBI TOPMO-
HAJIbHOU TE€PAITNU BHOBD MOSBWIMCH OTEK U TUTIEPEMUS
BeK. [IpoBe/iIcHa MATHUTHO-PE3OHAHCHAST TOMOT'PApHs
(MPT) m1asHul] ¢ BHyTPUBEHHBIM OOJIIOCHBIM KOHTPACTH-
POBAHUEM — OBUIO BBICKA3aHO MPEIIOIOKEHNE O HAJIU-
YMM OIYXOJH IVIa3HMIBL B ssHBape 2021 1. poaurenu

pebeHKa O6paTWIMCh B HAallMOHAIBHBIN MEIUIIMHCKUI
HUCCIEIOBATENBbCKUM LIEHTP IJIA3HBIX OOJIE3HENU HM.
TenbMIosbiia, OTKyJa pEOCHOK ObUI HAIPABICH B
MOCKOBCKHI OOJIACTHOMU HAYYHO-UCCIEA0BATE/IbCKHUN
KIMHUYECKUN MHCTHUTYT UM. M.O. B1aguMupcKoro
(MOHHMKH M. M.®. B1agMUpPCKOro) i AUArHOCTHUYE-
CKOM OpOUTOTOMUH B CBSI3U C BBISIBJICHHOM OOIIECOMAa-
THYECKOU MATOJIOTHEH. B OPTAIBMONIOTMYECKOM OT/IEIIC-
aouu MOHUKU nm. M.®. B1aIuMUPCKOTIO MPOBEJEHA
JIMATHOCTHUYECKAST OPOUTOTOMMS U OMOIICUS TKAHEH
JIEBOM TJIA3HULIBI U BEK JIEBOI'O I71434.

[TpH r'uCTONIOTUYECKOM UCCIIEJOBAHUHN YIAJIEHHOI'O
Marepuana BbIsABIcHA AUPPy3HAsT TUMEPOLUTAPHASL
UHQPWIBIPALINA MATKUX TKAHEN IVIA3HUIIbI CO 3HAYNTEIb-
HOI TIPUMECHIO TIJIA3MATHYECKUX KIETOK. KOInaecTBo
IUIA3MATUYECKUX KJICTOK COCTABUWIO 6ojiee 60 B 11oJjie
3peHus. IMennch NPU3HAKN OOJINTEPUPYIONIETO BACKY-
JmnTa. IMMYHOIHCTOXUMHUYECKOE UCCIIEIOBAHUE IO~
TBEPANIIO HUTMUME B UHPUIBTPATE GOIBIIIOTO KOJINYC-
crBa CD138 — mIa3zMaTUYeCKUX KIETOK, 3HAUUTEIbHAS
4aCTh KOTOPBIX IpeacrasiacHa (6onee 40%) 1gG4+.
CXOfHbIE U3MEHEHUA OOHAPYKEHBI U B OUOMTATE BEK.
BbI1yCTaHOBIEH IUATHO3: IgG4-CBA3aHHOE 3260/IEBAHNE
ITIA3HULIBI U BEK.

Pe6eHOK ObUI IIEPEBEJICH B JIETCKOE PEBMATOJIOTU-
YECKOE OTAEIEHHUE JIs1 UICKIIOUYEHMS IIOPAKECHUSA IPYTUX
OPr'dHOB U IPOBEACHUS 0A3UCHOM Tepartuu. COCTOSIHHUE
pebeHKA MPU MOCTYIVIEHHU OBUIO CPETHEN TSIKECTH.
OrMeuanach cy6debpuibHasg JIMXopajka. PebeHok
MOBBIINICHHOI'O MUTAHMA. PUZHYECKOE PA3BUTHE BbICO-
KO€, TapMOHNYHOE. Koxka 6i1e1Has1, TEIIas Ha OIIYIIb,
CBIIIU HET. BUiIMbIE CIIM3UCTBIE HOPMATIBHOM OKPACKH.
VBennuyeHue HEOHBIX MUHAAAHH 1-H CTEIEHH.
[TOAKOKHO-)KUPOBASI KIETUYATKA PA3BUTA JOCTATOYHO,
pacupeieneHa paBHoOMEpPHO. MccneioBansl nepudepu-
YeCKHE IMMPATUYECKUE Y3IIbL: CLIPABA TAIBIIUPOBAINCH
IIO/IBYKHBIC, OOJIC3HCHHBIE IIOJUC/IIOCTHBIC, IIEPEIHUE
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I

Puc. 1. Bhewnuti Bug pebenka. [unepemus U nAoOmHbll 6e300Ae3HeHHbIU
omeK BeK AeBOr0 raAd3d C YemKO NAAbNUPYEeMbIMU TPAHUUAMU.
AeBocmopoHHUl 9K30(pmarbM 7 MM. AeBrlll r'Aa3 CMew,eH MeguaAbHO
na 30°

Fig. 1. Hyperemia and dense painless swelling of the child left eyelids
with clearly palpable boundaries. Left-sided exophthalmos 7 mm. The left
eye is displaced medially by 30°

U 32/IHHC IICHHbIC TUMMATHUECCKUE Y3/IbI MAKCHMAJIb-
HBIM AaMeTPOM J10 0,5 cM. B 061aCTH BEPXHETO U HUAK-
HETO BEKA CJIEBA HAOMIONAINUCh I'UIIEPEMUS U TUIOTHBIN
0€300JIE3HEHHBII OTEK C MEPEXOAOM Ha HAZOPOBHYIO
06/1aCTb C YETKO HNAJBIHUPYEMBIMH TI'PAHUIIAMHU.
TTOIBUZKHOCTB IPABOT'O IVIA3HOT'O S16JI0KA ObLIA B TIOJTHOM
0OBEME, TIEBOTO — KHAPYKH OTCYTCTBOBAIA. [Tonoxenue
NIPABOTO I7a3a — OPTOMOPHUS, JIEBOE TTAZHOE AOJIOKO
CMEIIEHO MeINaIBbHO Ha 30°. Habroaa1cst 1eBOCTOPOH-
HUIT9K30(TAIBM B 7 MM (puc. 1).ITpu MPT-uccnenoBannm
B HAPYKHOM ITOJIOBHUHE JIEBO IVIA3HUILIBI, 3aHUMAs1 OOJIb-
1€ ITOJIOBUHBI €€ 06beMA, ONIPEJEIIAIOCH ITATOJIOTHYE-
CKO€E 0OO6PA30BAHHUE C PACIPOCTPAHEHUEM HA BEKH, CJIE3-
HYIO JK€JIE3Y, BUCOYHYIO SIMKY. JIaTepaibHasl MBIIIIA HE
OIIPEAEIIACE HA BCEM IIPOTSLKEHUU (Puc. 2).

B ananmzax KpoBH OTMEUYEHBI YMEPEHHOE CHILKE-
HHE I'€MOIVIOOMHA, MOBBIIIEHUE CKOPOCTU OCENAHUS
3PUTPOLUTOB, TATOYKOSIECPHBIN C/IBUL, JUCIIPOTEUHE-
MM, TIOBBIIIEHHE C-PEAKTUBHOTIO OEMKA.

[Ipu yIBTPAa3BYKOBOM HCCIENOBAHUN OPIOMIHON
IIOJIOCTH OBIIN BBIABIEHBI IPU3HAKU I'EMTATOCITIEHOME-
ranuu, AUMQys3Hble U3MEHEHNUA TAPEHXUMBI TIEYEHH,
I Py3HbIE U3MEHCHUS TAPEHXUMBI ITO/PKEIYIOYHON
JKEJIE3BI, HE3HAUYUTEIBHOE KOJTMYECTBO CBOOOHOM KI/I-
KOCTHU B 6PIOIIHOM ITOJIOCTH.

Ha anexTpokapAauorpaMMe — CUHYCOBBIM PHUTM C
YACTOTON CEPAEYHBIX COKpameHun 90 yia/MuH.
HopMasibHOE MOJIOKEHUE IIEKTPUIECKOU OCH CEPALIA.
Koco Bxopsmas aenpeccus cermenrta ST 0,5—-1,5 mB o
NepesHelt CTEHKE C MEPEXOAOM Ha GOKOBYIO CTEHKY —
NIPU3HAKH YMEPEHHOT'O SKCCYAATHBHOIO NEPUKAPANTA.
Oxorpadus Cep/lia BbIABUIA IPU3ZHAKH YMEPEHHOT'O
IUJPOIIEPUKAP/A, HEAOCTATOYHOCTD KIAIldHA A0PThI 1-11
crenenu. ITonocru cepana HE PACIIUPEHBL, CTEHKH HE
YTOJIEHBL CUCTOMNYECKAs! (DYHKIMS HE HAPYIIICHA.

Puc. 2. MarnumHo-pe30HaHCHASL MOMOrpamMmd raa3nuy,. [lamoaoruueckoe
00pa30Banue B HAPYKHOU NOAOBUHE A€BOU IA3HUYbL C PACNPOCMPAHE-
HUEeM Ha BeKU, CAe3HYI0 JKeAe3y, BUCOUHYIO AMKY. AamepaAbHas MBLUYA
He onpegeAsiemcs Ha BceM NPOMSUKeHUU

Fig. 2. Magnetic resonance imaging of the orbits. Pathological lesion in
the outer half of the left orbit which spreads to the eyelids, lacrimal gland,
temporal fossa. The lateral muscle is not defined throughout

ITo pesysbraram 06CIeI0BAHS TOITBEPIK/ICH KIU-
HHUYECKUI AMarHo3 IgG4-cBA3aHHOrO 3260JI€BaHUS C
BOBJICUEHHEM TKAHEN IVIA3HUIIBI U BEK. 11 MHAYKIINN
peEMHCCUN PEOEHKY ObUId HA3HAYEHA ITyIbC-TEPAIUS C
NIEPEXOIOM Ha TOAJEPKUBAIOIILYIO IEPOPAIBHYIO TEPA-
IIMIO IVIIOKOKOPTHUKOUJAMH, MECTHAA TEPAIIMUA B BUJE
nHcrwunui 0,1% pacrBopa gKcamerazoHa. JaHHas
TAKTHUKA ITPUBETA K CTAOMIM3AIUN COCTOAHNA TTALTUEH-
Ta — YJYYIIEHUIO TA00PATOPHO-UHCTPYMEHTATbHBIX
[IOKA3aTENEH, YMEHBIICHUIO OO0beMa UH(MWIBTPATA B
r1azauie. OAHAKO MPU MOIIBITKE CHIPKEHUA JO3BI TTIO-
KOKOPTHUKOU/IOB BHOBbB YBEJTUYMWIICA 9K30(DTATIbM U OTEK
BEK CJIE€BA. B CBA3M € HEAOCTATOYHON 3(PMEKTUBHOCTBIO
IIPOBEICHHOTI'O PAHEE JICUEHHs, ObUIA HA3HAUECHA UMMY-
HOCYNPECCUBHAA TepANUA HUKIOochanoM. B csasu ¢
YACTBIMHM CUHYCUTAMH, YYUTBIBASI HENPEPBIBHO PELIU/IN-
BHPYIOIIIEE TECYCHUE 3200JIEBAHUSA, OBLJIO BBIIIOJIHEHO
IIOBTOPHOE MPOBEIEHNE KOMIIBIOTEPHOU TOMOTPapum
IVIA3HUILL ¥ TPUIATOYHBIX TA3yX HOCA. MIcCeroBaHue OT
01.07.2022 BBIABHJIO IPU3HAKU THIIEPTPOPUH, YMEPEH-
HOU HEOAHOPOIHOCTU CTPYKTYPBI HAPYKHOM HPAMOU
MBIIIIIBI JIEBOTO 171434, TATOJJOTHYECKOTO OOPA30BAHUA
JIEBOV IVIA3HHUIIBI, HE3HAYUTEIBHOE, HEPABHOMEPHOE
YTOIIEHHE CIU3UCTON OOOJI0OYKH BEPXHEUETIOCTHBIX
nasyx (puc. 3).

[TprHMMAas BO BHUMAHHE KAJI00bL, JAHHBIC aHAM-
He3a, 00 BbEKTUBHOIO OCMOTPA, HEJOCTATOUYHBIH 3(PMOEKT
OT TEPANUH INIIOKOKOPTHUKOUAAMU, IO KU3HEHHBIM
MOKA3AHUAM [0 PEIICHUIO BPA4€OHOM KOMUCCHUU JJOTIOJ-
HUTENIBHO K NMEPOPATbHOMY IPHUEMY NPEAHU3OI0HA
ObUTa HA3HAYEHA TEPATIUA IPENAPATOM PUTYKCHMA6 U3
I'PYIIBI CHHTETHYECKUX XMMEPHBIX MOHOKJIOHAIBHBIX
AHTUTE BHYTPUBEHHO KAIIEIBHO U3 pacyeTa 375 Mr/M2.
ViKe 1mocse nepBOr NIPOLEAYPHI OIYYEH ITOJTOKUTENb-
HBIN 3PPEKT: BHAYUTEIBHO YMEHbBIINIACh UH(PUIBIPA-
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Puc. 3. Marnummno-pe30nanchas momorpamma raa3nuy. l'unepmpogus
HAPYKHOU NPAMOU MbLUUbL ACBOIO TAQ3A

Fig. 3. Magnetic resonance imaging of the orbits. Hypertrophy of the
external rectus muscle of the left eye

LU BEK, OTKPBUIACH IJIA3HAs 1IE/Ib, YMEHBIIIWJICS JIEBO-
CTOPOHHHI 3K30(PTA/IbM, HOPMAJIM30BAIHUCH II0OKA3ATE-
Ju riepudeprUYeCcKON KpOoBU. B HacToOsIIIee Bpemst aliu-
€HT OJIY4aeT NOAAECPIKUBAIOILYIO TEPAIINIO PUTYKCUMA-
60M (0o1Ha UHBCKIUS 1 pa3 B 7 AHEH — 4 UHBEKIIUHN) C
UHTEPBATIOM B 6 MeCsreB. OTMECUAIOTCS CTAGMIN3ALTHS
NPOIECCA B JIEBOU TJIA3ZHUIIE U YIYUYIIEHHUE OOIIETO
cocroAanmud pebenka (puc. 4). IIpoJOIKUTENBHOCTD
peMuccuu — 2,5 roja.

OBCYXIEHHUE

IgG4-cBa3aHHOE 32001€BAHUE XAPAKTEPUIYETCS
JIMMPOTUIA3MOLIUTAPHON MHMUIBIPALMEH TKAHEH C
npeo6naganueM IgG4-mo3UTUBHBIX KIETOK U ITOCTIENY-
omuM (popMmuposanueM puobposa [2—4]. B kauectse

CaMOCTOSITEIIbHOHU HO30JIOTHYECKOMH (POPMBI 320071€BA-
HHeE ObUIO BblIe/IeHO B 2003 I, KOI7IA Y MAIIMEHTOB C ayTO-
UMMYHHBIM TAHKPEATUTOM 1-T'O TUIIA ObLIIH OOHAPYKE-
HBI NIPU3HAKU CUCTEMHOI'O MOPAKEHUA (BOBJICUYEHUE
JKEMYHBIX ITyTEMH, 3a6PIOIMMHHOIO MPOCTPAHCTBA, CIIOH-
HBIX KeJie3), a B 2012 I 6bl1a NPEUIOKEHA IIEPBAST MEXK-
JYHAPOAHAS HOMEHKIATYPA 3a00J/€BAHUA. JJUarHos
IgG4-CBA3aHHOM OOJIE3HU YCTAHABIUBAETCA HA OCHOBA-
HHUM YBEJIMYEHUA PA3MEPOB MOPAKEHHOTO OPTraHa U/
WIX HAPYIIEHUA €I0 (DYHKIIMY, ITOBBIINEHHON KOHIIEH-
Tpaumu IgG4 B CBIBOPOTKE GOJILHOTO, YBETUYEHUA COOT-
HomeHusa ppakiuu IgG4 K 001meMy KOIMYECTBY UMMY-
HOIno6yMHOB G (IgG4/1gG >30%), XapaKTePHBIX TUCTO-
JIOTUYECKUX M3MEHEHUIN OMONTATA, BBIPAKEHHOTO
a(pexra OT IeueHNs IMIOKOKOPTUKONJAMH [5].

Kimmnanueckas kaptuHa IgG4-cBa3aHHOTO 326071€-
BAHHA HEOAHOPOJHA, B INTEPATYPE OMHUCAHO MTOPAKE-
HME ITPAKTUYIECKH BCEX OPTAHOB: IUTOBUAHOM JKEJIE3DI,
MTOJKEITYZIOYHOM JKEJIE3BI, MO3TOBBIX OOOJIOUEK, JKETI-
HBIX IIPOTOKOB, JIETKUX, ITIOYEK, A0PTHI U OPraHOB 320 PIO-
LHIMHHOI'O NPOCTPAHCTBA U T, OPTAIBMOIOIHYECKUE
npossaeHnd IgG4-CBA3aHHOIO 3a00IEBAHNUA BKIIOYAIOT
MNOPAKEHUS CJIC3HBIX JKEJIE3 U TKAHEHU IJIA3HUIIBL.
CodYeTaHHBIC U3MEHEHMUS CJIIOHHBIX U CIE3HBIX JKEJIE3,
WA O0JIE3Hb MUKY/INYA, B HACTOAIIEE BPEMSI OTHOCUTCS
K 1gG4-cBaA3aHHOMY 3200JIEBAHUIO U COCTABIACT 39%
Bcex crydaeB IgG4-CcBsizaHHOrO 326071eBaHus [0]. Pesiko
BCTPEYACTCS YBEUT KAK IPOsABIcHUE IgG4-CBA3AHHOIO
3abonepanus [7, 8).

Knnnnueckue npossnenus IgG4-CBA3aHHOTO 3260~
JIEBAHWA HECTIEU(PHUYHBI, UTO ONPEAENAET TPYAHOCTH
JndpePEHTNATEHON JUATHOCTUKU C TPAHYJIEMATO3HbI-
MM BOCTIAJIUTEIbHBIMU 3A007IEBAHUAMHU 1 OITYXOJIAMU U
YBEJIMUUBAET CPOK OT Ha4aId 60JIE3HU JIO YCTAHOBIECHUA
JIMArHO34 B CPEHEM JIO 2 JIET.

[Ipy aHAINU3€ NEPBBIX KPYMHBIX UCCICJIOBAHUNI
OTMEUYEHA PA3HUIIA B YACTOTE 3200JIEBAEMOCTU B €BPO-
IEUCKOM U A3UATCKOM ITOIY/IALUAX [9)].

ITpumepHO y 40% NMaUEHTOB BbIABJIAIOTCA K-
HUYECKHUE MPU3HAKU MNOPAKEHUA OJHOTO OPraHa,

Puc. 4. Brewnuil Bug pebeHKa nocAe NpoOBegeHHOIo AeHeHus: @ — OMCymcmBue omeKa BeK U NepuopOUumaibHbX mKkanel. AeBocmopoHHUl 9K30(-
maabMm 2 MM. [ToAOKeRUue IAa3 NPABUABHOE; O — HeO0AbWOe OIPaHUYeHUe NOGBUKHOCMU AeBOr'0 TAA30 KHAPYXKU.

Fig. 4. After the treatment: a — Lack of edema of the eyelids and periorbital tissues. Left-sided exophthalmos 2 mm. Eye position is correct; 6 — Slight

limitation of the left eye movement outwards
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OJIHAKO CO BPEMEHEM B IIPOLECC MOTYT BOBJIEKATHCS
Jpyrue oprasel 1 TkaHu [10]. 3a6onepaHue Xxapakre-
pHU3yeTCAa ME/IJICHHBIM IIPOI'PECCUPOBAHUEM, A KIIMHU-
YECKUE CUMIITOMBI MOI'YT JUIMTEIbHOE BPEMS OTCYT-
CTBOBATD, ITIOTOMY JIMATHO3 HEPE/IKO YCTAHABIMUBAIOT
YK€ TIPU HAJTUYUU HEOOPATUMBIX U3MEHEHNH B IOPa-
JKEHHBIX OpraHax. [Tpu IgG4-cBA3aHHOM 3200/1I€BAHUH
YaCTO CHUKAETCA MACCA TeJIa HA 5—15 KI, B TO BpeMA
KAaK BBICOKAA JINXOPAAKA NPAKTUYECKH BCET/IAd OTCYT-
CTBYET.

3a mocjaeHUE rofibl OTMEYAETCA 3HAYUTEIbHDINA
POCT 4unciia UCCAECAOBAHUN, ITOCBAIICHHDBIX JAaHHOMN
1aTon0ruy, a B 2019 1. akcnepramu EBpOIEnCcKOM aHTH-
pesmarrdeckor uru (EULAR) n AMEpUKaHCKON KOJI-
JIETUU PEBMATONIOTOB (ACR) OBIIN IPEIOKEHBI KIIACCH-
duranuonusle kpurepun IgG4-acCOIMUPOBAHHOTO
3a6oneBanus [9].

Kpurepuu IgG4-acconuupOBaHHOI'O
3a00seBaHu, mpemnoskenasie EULAR/ACR
Hamune Kpurepus BKIIOYEHUA:

1. XapakrepHble KIMHUYECKUE UIU PEHTIEHOJIOIH-
YECKUE IIPUBHAKU TOPAKEHMSI CJIIOHHBIX, CJIC3HBIX JKEJIC3
WIN JIETKUX, [IOYEK, PETPONIEPHUTOHEATTBHOIO TPOCTPAH-
CTBQ, U TOBU/THOM JKEJIE3BI, TBEP/ION MO3TOBOH O60JI0U-
KU WA JTAMQOIIIA3MOLMTAPHBIN MHPWIBIPAT HEACHOKM
3THOJIOTHUH, BBIIBJICHHBIIN B YKA3AaHHBIX OPTraHaX.

2. B KaueCTBE KIIOYEBBIX KDUTEPUEB OBUIM BbIJICIIC-
HBI YBEJIMYEHUE CBIBOPOTOYHON KOHIIeHTpanuu 1gG4
6onee 1,35 r/n u 6onee 10 IgG4-NTO3UTUBHBIX ILIA3Ma-
TUYECKUX KJIETOK B ITOJIE 3PEHMA IIPH I'MCTOJIOTHYECKOM
UCCNAEAOBAHUM OUONTATA HOPAKEHHOM TKAHN.

OTCYyTCTBHE KPUTEPHEB UCKITIOUEHUS:

1. Kinnuudgeckue: 1mxopajka.

2. Or1cyrerBue a(peKTa OT TPUMEHEHHS INTIOKOKOP-
THUKOCTEPOU/IOB.

3. JITaBbOopaTOpHBIE: JIEUKOIIEHUSA, TPOMOOLIUTOIIE-
HUS, 303UHOMDWINS, AHTUHEHTPO(DWIBHBIE ITUTOILIA3-
Marudeckue anturena (AHITA), antu-Ro, antu-La, antu-
Sm, antu-Jo, antu-Scl-70 u apyrue cnenupuueckue
AHTUTENA, KPUOTTIOOYTNHBL.

4. PEHTTE€HOJIOTMYECKUE: TPU3HAKA NTH(PEKITMOHHO-
'O WIX OHKOJIOTMYECKOT O IPOLIECCA, BKIIOYAIOMUE (hop-
MHPOBAHHE TTOJIOCTEN, HEKPO34, IIPU3HAKOB IK30(PUT-
HOI'O POCTA U T.JI.

5. JaHHbBIE CBETOBOM MMKPOCKONUU: IIPU3HAKHU
MAJIMTHU3ALHUY, BOCIAIATEIBHON MUO(PHUOPOOIaCTHYC-
CKOMU OITyXOJIH, HEKPOTU3UPYIOIIEI'O BACKY/IUTA, I'PAHY-
JIEMATO3HOI'O BOCIIAJICHUS, MAKPOPAT AIbHO-TUCTUOLIY -
TAPHOM MHPUWIBTPAIHAN.

JIONIOJTHUTENIBHBIE KPUTEPUU UCKITIOYEHUST: BOCIIA-
JIMTEIBHOE 3200I€BAHUE KUIIEYHHUKA (€C/IN JOKA3AHO
BOBJICYEHHE MTAHKPEATOOWIHNAPHOTO TPAKTA), THPEOU-
JUT XAMUMOTO (B CJIy4ae€, €CIU SABJIAETCA €JUHCTBEH-
HBIM).

HuTepec k IgG4-accoluupoOBAaHHOMY 32060JICBAHUIO
34 IIOC/IETHEE BPEMA 3HAYNTEILHO YBEJIMYWIICA. B HaCcTO-

SIIEE BPEMS MBI PACIIOIArAEM JOCTATOYHO OOJIBIINM
KOJIMYECTBOM JIAHHBIX O KIMHUYECKUX U MOP(OJIOTU-
YECKUX MTPOSIBJIEHUSX ITOTO 3A00IEBAHUA U KITACCUPU-
KAIIMOHHBIMU KPUTEPUAMHU, KOTOPBIE NIPEACTABIISIOT
MHTEPEC HE TOJIBKO YIS UCCIEA0OBATENEH, HO U IIPAKTU-
KYIOIIUX Bpadert. PazpaboTaH MHAEKC aKTUBHOCTU IgG4-
ACCOIIMMPOBAHHOIO 3200JI€BAHNA, KOTOPBIM MOMKET
OBITh UCTIOIb30BAH B KITMHUYECKUX UCCIIEJOBAHUAX JIJIS
OIIPE/IEIEHUS OTBETA Ha ieueHUe [10]. AKTUBHO U3y4a-
IOTCS HOBBIE KJIETOYHBIE U T'YMOPAJIbHBIE OMOMAPKEPHI,
KOTOPBIE MOTI'YT HAWUTH IIPUMEHEHUE JIJIA TMATHOCTHKY,
OILIEHKU aKTUBHOCTU M (pUOPO32, 4 TAKKE MOHUTOPHPO-
BaHUA 3PPEKTUBHOCTU j1eueHu [9]. ITokazana nudop-
MAaTHBHOCTb HO3UTPOHHO-IMUCCUOHHON TOMOTr'padu,
COBMEIIEHHOU C PEHTI€HOBCKOU KOMIIBIOTEPHOM TOMO-
rpacueit (IIDT/KT) B guarnocTuke 1gG4-CcBA3aHHOTO
3260JIEBAHMA.

[MIOKOKOPTHUKOU/BI B CPEJHHUX [O3aX OCTAIOTCA
npenaparaMyu NEepPBOM JUHUM B jedeHun I1gG4-
ACCOLIMMPOBAHHOTO 3a00JIEBAHUA. DTU MNPENAPATEHI
MO3BOJIAIOT JJOCTUYb PEMHUCCHU Y OOJIBITMHCTBA TAIN-
€HTOB, OJJHAKO ITOCJIE€ CHUYKEHUA JIO3bI WIX OTMEHBI IVIIO-
KOKOPTHKOHJIOB HEPEJIKO PA3BUBACTCS PELIUJIUB, B TO
BPEMsI KAK JUIMTE/IbHAS TOJ/ICPAKHBAIONIAS TEPATINS ITII0-
KOKOPTUKOW/IAMHU ACCOIMHUPYETCS C BBICOKUM PHUCKOM
HEKENATENBHBIX (P(PEKTOB. B 6yayieM MOXKHO OKU/IATh
YBETUYECHUS KOJTMYECTBA PAHIOMU3UPOBAHHBIX KIMHU-
YECKUX MCCIEAOBAHUNI PA3INYHBIX CXEM UMMYHOCY-
NIPECCUBHOI Tepanuu. [IpuMeHEeHNE NMMYHOCYIIPEC-
CUBHBIX IPENAPATOB WX IT€HHO-UHKEHEPHBIX OUOJIO-
T'MYECKUX TPENAPATOB, IPEXAE BCETO PUTYKCUMA0Q,
MO3BOJIAET YYYIIUTD PE3YIBIAThI JICYEHNA Y YACTH ITALIH-
€HTOB C IgG4-CBA3aHHBIM 32001€BAHUEM, XOTS [IOKA34-
HHUA K UX HA3HAYEHHIO U CXEMBI TEPAITHUU HYK/IAIOTCA B
YTOYHEHHU. B cilydae CBOEBPEMEHHOH IMaTHOCTHKH U
JIEYEHMS ITPOTHO3 VIS )KU3HH U TPYIOCIIOCOOHOCTH ITPU
JIAaHHOM 3a00JIEBAHUHU OJIATONPUATHBIN. B oTCcyTCTBHE
JIEYEHHs NATOJIOTHA CKIOHHA K IPOTPECCUPOBAHUIO U
Pa3BUTHIO PEITUIUBOB, UYTO MOKET IIPUBECTH K MHBAJIU-
JU3ANN TTAIUEHTA.

SAK/IIOYEHME

[TanmeHTsl, cTpagaromuMu IgG4-CBA3aHHBIM 3260~
JIEBAHHUEM, MOI'YT BCTPEYATHCA B IIPAKTUKE PEBMATOJIO-
ra, rnejuaTpa 1 opranbmMonord. Heo6xoaumMo yauTeiBaTh
COYETAHHME XAPAKTECPHBIX KINHUYECKUX IIPU3HAKOB C
PE3YABTATAMU CEPOJIOTHUUECKOT'O, MOP(POIOTHUECKOTO
1 UIMMYHOTUCTOXHMHUYECKOI'O UCCIEOBAHUMI 6HOIITA-
Ta JJIs1 CBOEBPEMEHHON IOCTAHOBKH IMATHO34, JIEYCHUS
U YIIy4IIEeHUs IPOrHO34. [IpenapaTamMu IepBOH THHUU
Tepanuu y geren ¢ IgG4-CBA3aHHbIM 3200JIEBAHUEM
OCTAIOTCA IMIIOKOKOPTUKOU/BL B ciydae crepoup-pe-
3UCTEHTHOCTU WA CTEPOUI-3aBUCHMOCTU OCTPO BCTA-
€T BOIIPOC O PAHHEM ITOJKIIOYEHUN UMMYHOCYIIPEC-
CHUBHBIX [IPENAPATOB WX IT€HHO-UHKEHEPHBIX OUOIIPE-
1apaTOB.

POCCHMCKASA JETCKAS O®TAJIBMOJJOTHSA » 2(48)/2024 31



Ciryyay U3 IPaAKTHKH
Case study

JIUTEPATYPA/REFERENCES

1. Bateman AC, Deheragoda MG. IgG4-related systemicsclerosing
disease — an emerging and under-diagnosed condition.
Histopathology. 2009;55(4): 373-383.

2. Kazanuesa MA, Jlumyk C.B. I'ypesuu JLE., bo6pos M.A., Tepriu-
ropes CA. IgG4-cBa3anHasd CKIEPO3UPYIOLIas 60IE3Hb. ADXUB
nartonorun. 2012;74(4): 43-45. [Kazantseva IA, Lishchuk SV,
Gurevich LE, Bobrov MA, Terpigorev SA. A case of IgG4-related
sclerosing disease with lymphadenopathy and thymus
involvement. Arkhiv Patologii. 2012;74(4):43-45. (In Russ.)]

3. Andrew N, Kearney D, Selva D. IgG4-related orbital disease: a
meta-analysis and review. Acta Ophthalmol. 2013;91: 694—
700. doi: 10.1111/.1755-3768.2012.02526.x

4. MasakiY, Dong L, Kurose N, et al. Proposal for a new clinical
entity, IgG4-positive multi-organ lymphoproliferative
syndrome: analysis of 64 cases of IgG4-related disorders. Ann
Rheum Dis. 2009;68:1310-1315.doi: 10.1136/ard.2008.089169

5. Masaki Y, Sugai S, Umehara H. IgG4-related diseases including
Mikulicz’s disease and sclerosing pancreatitis: diagnostic insights.
JRheum. 2010;37: 1380-1385. doi: 10.3899 /jrheum.091153

6. Al-Mujaini A, Al-Khabori M, Shenoy K, Wali U. Immunoglobulin
G4-Related Disease: An Apdate. Oman Medical Journal.
2018;33(2): 97-103. doi: 10.5001/0mj.2018.20

7. TI'pummna E.E. Kazannesa WA, Jlumyk C.B. Pa6uesa AA.
1gG4-CBA3AHHBIA XOPUOPETUHUT. (KIMHUYECKOE HAOMIOE-
nue). Opranemoxupyprus. 2015;(3): 65-68. [Grishina EE,
Kazantseva IA, Lishchuk SV, Ryabtseva AA. IgG4-related
chorioretinitis (a case report). Fyodorov Journal of
Ophthalmic Surgery. 2015;(3): 65-68. (In Russ.)]

8. Nastri MME Novak GV, Sallum AEM, Campos LMA, Teixeira RAP,
Silva CA. Immunoglobulin G4-related disease with recurrent
uveitis and kidney tumor mimicking childhood polyarteritis
nodosa: a rare case report. Acta Reumatol Port. 2018;43(3):
226-229.

9. Maritati F Peyronel F Vaglio A. IgG4-related disease: a clinical
perspective. Rheumatology (Oxford). 2020;59(Suppl 3):
iii123-131.

10. Zhang W, Stone JH. Management of 1gG4-related disease.
Lancet Rheumatol. 2019;1: €55-65.

11. Karadeniz H, Vaglio A. IgG4-related disease: a contemporary
review. Turk J Med Sci. 2020;50: 1616—-1631. doi: 10.3906/
sag-2000-375

Nudopmanug o6 aBTopax

IOAns BaapumuposHa KoToBa, cTapiinii HayyHbIN COTPYAHUK,
3aB. A€TCKHUM PEBMATOAOTHYECKUM OTAeAeHHeM, zam@nikid.ru,
https://orcid.org/0000-0001-9328-0678

Enrena EprenbeBHa I'pHIINMHA, TAABHBIM HAYYHBIA COTPYAHMK
0(PTaABMOAOTHYECKOTO OTAEAEHNS, A.M.H., Tpodeccop, eyelena@
mail.ru, https://orcid.org/0000-0003-2668-9136

Erena lBaHoBHa KoHApaTheBa, 3aMeCTUTEAb AUPEKTOpa 110
Hay4yHOU paboTe, A.M.H., mpodeccop, elenafpk@mail.ru, https://
orcid.org/0000-0001-6395-0407

Taauna UropesHa ®okaHOBa, Bpau-peBMaTOAOT OTAEACHUS ACT-
ckoit peBmatororu#, gfokanova@yandex.ru, https://orcid.
0rg/0000-0003-0080-1564

Mpuna MuxaiarosHa TapadaHbKoO, Bpau-oPTaAbMOAOT O(PTAAD-
MOAOTHUYECKOTO OTAeAeHus, ikrajan@inbox.ru, https://orcid.
0rg/0000-0002-5474-6110

Information about the authors

Yulia V. Kotova, Senior Researcher, Head of Pediatric
Rheumatology Department, zam@nikid.ru, https://orcid.org/
0000-0001-9328-0678

Elena E. Grishina, Chief Researcher of the Ophthalmology
Department, Doctor of Science in Medicine, Professor, eyelena@
mail.ru, https://orcid.org/0000-0003-2668-9136

Elena I. Kondratieva, Deputy Director for Research, Doctor of
Science in Medicine, Professor, elenafpk@mail.ru, https://orcid.
org/0000-0001-6395-0407

Galina I. Fokanova, Rheumatologist, gfokanova@yandex.ru,
https://orcid.org/0000-0003-0080-1564

Irina M. Tarabanko, Ophthalmologist, ikrajan@inbox.ru,
https://orcid.org/0000-0002-5474-6110

Bkaap aBTOpPOB B padoTy:

FO.B. KoToBa: KOHIIeNI1s, HallMCaHKe TeKCTa.

E.E. I'pummnHa: An3alit, KOHIeNIUs, HalluCaHue TeKCTa.

E.N. KonppaTbeBa: OKOHYATEABHOE OAOOpEHWE CTaThU AAS
IyOAUKAIUU.

I'.11. ®okaHOBa: aHAAM3 AUTEPATYPHL

N.M. TapabaHbKO: aHaAM3 AUTePATyPHl U HallCaHUe TeKCTa.

Author's contribution:

Yu.V. Kotova: concept and writing.

E.E. Grishina: concept and design of the study, writing.

E.I. Kondratieva: final approval of the version to be published.
G.I. Fokanova: literature analysis.

I.M. Tarabanko: literature analysis, writining.

®uHaHCUPOBaHHUe: ABTODHI He IOAYYaAl KOHKDETHBIH I'PAHT Ha
9TO UCCAEAOBAHUE OT KAKOT0-AN00 (PUHAHCUPYIOIIETo areHTCTBa
B rOCYAQPCTBEHHOM, KOMMePUeCKOM M HEKOMMePUeCKOM CeKTO-
pax.

ABTOPCTBO: BCe aBTOPHI IOATBEPIKAAIOT, YTO OHU COOTBETCTBYIOT
AeUCTBYIOIUM KpuTepusMm apropctsa ICMJE.

Coraacue nanueHTa Ha nyOAuKanuio: [TMCEMEHHOTO COTAQCHUSA
Ha IMyOAMKAIMIO 3TOrO MaTepHaAa IOAydYeHO He Oblr0. OH He
COAEPIKUT HUKAKOU AMYHOU UAeHTU(PUIIUPYIOIlel HH(pOopMaluu
KoHdAukT naTepecos: OTCyTCTBYeT

Funding: The authors have not declared a specific grant for this
research from any funding agency in the public, commercial or
not-for-profit sectors.

Authorship: All authors confirm that they meet the current
ICMJE authorship criteria.

Patient consent for publication: No written consent was obtained
for the publication of this material. It does not contain any
personally identifying information.

Conflict of interest: There is no conflict of interest.

IMocmynuaa: 01.12.2023
ITepepabomana: 05.05.2024
INpunsama x nevamu: 10.06.2024

Originally received: 01.12.2023
Final revision: 05.05.2024
Accepted: 10.06.2024

32 POCCHUVCKAA TETCKAA O®PTAIBMOJOTHUA » 2(48)/2024



