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U NDUAATOYHLIX NA3YX B NPAKTHKE pesMmartonora
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Iean uccaedosanus — anaiu3s HO30402UHECK020 CHEKMPA, A MAKice 0eMoepapuH4ecKux u KAUHUKO-1a00pamopHbix ocobeHHocmell 3a001e6a-
HULl, NPOMEKAUWUX CO 3HAUUMenbHbIM yeeauteruem bonvuux caronnvix (C2K) / caesnvix jceaes, nopasicenuem npudamo4Ho2o annapama
21434 U NAPAHA3aAbHbIX CUHYCO8 8 PeBMAMON02UMeCKol NPaKmuke.

Ilayuenmut u memodot. B nacmoauyro pabomy eéxaroueHo 73 nayueHma, KOMopsiM NPO8eOeH0 KOMHNACKCHOe KAUHUKO-A1a00pamopHoe, U3y~
anu3ayUoOHHoe, NAMOMOphoaoeuuecKoe U 2UCMOMONEKYAAPHOe UCCAe008aHUe, He00X00UMOe O YCMAHOBAEHUS HO30102UMeCK020 OUAcHO3A.
Bo ecex cayuasx duaenosz noomeepicoern namomopponoeuvecku.

Pesyavmamut u o6cyncoenue. bonesuv llléepena (BII) duacnocmuposana y 30 (41%) nayuenmos (y 14 u3z HUX 603HUKAO OCAOJICHEHUE 6 GU-
de aumgonpoaugpepamusrnoeo 3abonresanust, JII13), epanyremamos ¢ noauaneuumom (I'TIA) — y 12 (16,4%), IgG4-césa3zannoe 3aboresanue
(JgG4-C3) — y 10 (13,7%), caprxoudos — y 6 (8,2%), neaaneepeancokaemounutii eucmuouyumos — y 2 (2,7%), AL-amunoudoz —y 1 (1,4%),
onyxonv Yopmuna — y 1 (1,4%), xponuueckuii ampogpuueckuit punum — y 1 (1,4%), ungexyuonnoie nopaxcenus — y 3 (4,1%; BUY-acco-
yuuposannoe — y 2, oupopunsapuos — y 1), uduonamuueckuii socnasumenviniii nceedomymop — y 6 (8,2%). Y 1 (1,4%) 6oavroii duaenos yc-
Manosums He y0aioce.

Maccusnoe yseauuenue 6oavuux C2K umenocs y 46 nayuenmos, uawe (6 28 cayuasx) npu BII ¢ JIT13 uau 6e3 neeo, npu IgG4-C3 (¢ 7) u cap-
Koudosze (6 6). [lopaxcenue opbum ommeuanocy y 18 nayuenmos: y 7 — ¢ 1gG4-C3, y 5 — ¢ uduonamuueckum 60CnasumenHoiM ncegoomy-
Mopom, y 2 — ¢ capkoudosom, ewe y 2 — ¢ I'lIA u no 1 — ¢ HeaaneepeancoKAeMOUHbIM 2UCMUOUUMO30M U Jupopuaspuozom. Ilopaiicenue Ho-
€a 6 8ude XPOHUYECK020 PUHOCUHYCUMA biséaeHo Yy 18 nayuenmos ¢ nepgopayueti Hocosoll nepeeopodku uiu 6e3 Hee, 12 uz komopuix cmpa-
daau I'TIA u 6 — IgG4-C3.

Ha ocrosanuu ananuza Ho3oa02uil, nposeasouuxcs yseauuenuem oonvuux CXK, opearnos opoum u nopaxcernuem JIOP-opearos, npednoxice-
HO d6a aneopumma, KOmopwie Mo2ym o0ae4ums 6bi00p QONOAHUMEAbHBIX UCCACO0BAHUIL U HANPABACHUE OUACHOCIMUYECKO020 NOUCKA 05 npa-
KMUKYIOWUX PeeMamono2os.

Saxatouenue. Yuumol6as 603MOJNCHYIO CXONCECIb KAUHUYECKUX NPOSBACHUL 3a00A€6AHU, NPOMEKAIOUUX ¢ POPMUPOBAHUEM <NAIOC» -MKA-
HU, 0OCHOBOU UX OughhepeHyUarbHOU OuaeHOCMUKU 00AXNCHO OblMb Namomopgpoaocuteckoe uccredogarue.

Karouesvie caosa: ysenuuenue caioHHbIX Jicenes; yeeauverue cae3nvix jcenes; oonresus llléepena; IgG4-cesazannoe 3abonesanue; epanyiema-
mo3 ¢ noauareuumom, capkoudos; MALT-arumepoma.
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Diseases with major salivary glands enlargement and orbits, nose and paranasal sinuses
lesions in the practice of a rheumatologist
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Objective: to analyze the nosological spectrum, demographic, clinical and laboratory characteristics of diseases with a significant enlargement
of major salivary (SG) / lacrimal glands, and/or accessory organs of the eye and paranasal sinuses lesions in rheumatological practice.
Patients and methods. This work includes 73 patients who underwent a complex clinical and laboratory, imaging, pathomorphological and
histomolecular examination, which was necessary to establish a nosological diagnosis. In all cases, the diagnosis was confirmed patho-
morphologically.

Results and discussion. Sjogren’s syndrome (SjS) was diagnosed in 30 (41%) patients (14 of them developed lymphoproliferative disorder, LPD,
as a complication), granulomatosis with polyangiitis (GPA) — in 12 (16.4%), 1gG4-related disease (IgG4-RD) — in 10 (13.7%), sarcoidosis —
in 6 (8.2%), non Langerhans cell histiocytosis — in 2 (2.7%), AL-amyloidosis — in 1 (1.4%), Warthin's tumor — in 1 (1.4%), chronic atrophic
rhinitis — in 1 (1.4%), infectious lesions — in 3 (4.1%) (HIV-associated — in 2, dirofilariasis — in 1), idiopathic inflammatory pseudotumor —
in6(8.2%). In 1 (1.4%) patient, the diagnosis could not be established.

A massive increase of major SG was observed in 46 patients, more often (in 28 cases) with SjS with LPD or without it, with IgG4-RD (in 7) and
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sarcoidosis (in 6). Orbital lesions were observed in 18 patients: in 7 with IgG4-RD, in 5 with idiopathic inflammatory pseudotumor, in 2 with
sarcoidosis, in 2 with GPA, and in 1 each with non Langerhans cell histiocytosis and dirofilariasis. Nasal lesions in the form of chronic
rhinosinusitis with or without nasal septum perforation, were found in 18 patients, 12 of whom suffered GPA and 6 — IgG4-RD.

Two algorithms, that can facilitate the choice of additional studies and the direction of diagnostic search have been proposed for practicing

rheumatologists.

Conclusion. Taking into account the possible similarity of clinical manifestations of the diseases with the formation of mass-like tissue, the dif-

ferential diagnosis should be based on pathomorphological study.

Key words: salivary glands enlargement; lacrimal glands enlargement; Sjogren’s syndrome; 1gG4-related disease; granulomatosis with polyangi-

itis; sarcoidosis; MALT-lymphoma.
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[TaleHTOB ¢ «HESICHBIM» TUArHO30M U CUCTEMHBIMU TIPO-
SIBJICHUSIMA HEPENKO HAIPaBISIIOT K PEBMATOJIOTY TSI MCKITIO-
YeHUSI WIW TIONTBEPXKIEHUSI PEeBMATUUYECKOTO 3a0osieBaHUS
(P3). B cyyasix moamopraHHOTO MOpakKeHMST, HATUIUST KOKHbIX
TPOSIBJICHUI MW BOBJIEYEHUST KOCTHO-CYCTaBHOM CUCTEMBI Ma-
LIMEHTHI 00pAIaoTCsI K PeBMATOJIOTY JOCTATOYHO PaHO, OMHAKO
MpU NMOpaxXxeHUU (0COOEHHO U30JIUPOBAHHOM) OOJIBIIUX CJIIOH-
HbIxX xene3 (C2XK), r71a3, IpUAATOYHBIX Ma3yX HOCA TMAIMEHTHI
JUTUTEIbHOE BpeMsT HAOTIONAIOTCS y Y3KUX CMEUATNCTOB, YaCTO
0e3 ornpeeeHHOTo AMarHo3a, rmoJjydas HeIoCTaTouyHo 3 dek-
TUBHOE MECTHOE JIEUEHUE.

OcHoBHbIMU P3, mpoTekaromumMu ¢ mopaxxeHueM O00IbIIuX
CX, opraHoB OpOUT W TPUIATOYHBIX TA3yX HOCA, SBIISIOTCS
ANCA-acconmupoBaHHbIC BacKyJWTHI, Ooyie3Hb lllérpenHa
(BIL) n IgG4-cBsa3zanHoe 3aboneBanue (IgG4-C3). B 10 ke
BpeMsI CIIEKTpP MAaTOJOTUI, MTPU KOTOPBIX MOPAXKAIOTCSI TaHHbIE
OopraHbl, O4YeHb MIMPOK U BKIIIOYAET OHKOJIOTUYECKUE U OHKOTEe-
MaroJiornyeckue 3aboJieBaHUsI, WHGEKIIMOHHBIE IPOIIECCHI,
rpaHyJieMaTo3Hble 3a0oeBanus u ap. [1, 2] [Tposenenue nudg-
depeHIMaTbHON AMATHOCTUKY 3a9aCTYIO TPeOYeT BHITIOTHEHMS
OOJIBIIIOTO YKCIAa UCCIEAOBAHUI M MYIBTUIMCUUTLUTMHUPHOTO
MOAX0/a.

Henp HacTosileil paGoOThl — aHadW3 HO30JOTUYECKOTO
CIIeKTpa, a Takxke aeMorpaduyecKux M KIMHUKO-JabopaTop-
HBIX OCOOEHHOCTEell 3aboJjieBaHUIA, TPOTEKAIONIUX CO 3HAYU-
TEJBbHBIM yBeJIMYeHHeM Ooibimux CIroHHBIX (C2K) / cle3HbIX
Kene3, MopakeHueM MPUAATOYHOTrO armapara rja3a u rnapaHa-
3aJIbHBIX CHHYCOB B PEBMATOJIOTMUECKOI MPaKTHKeE.

IMamuenTsl 1 MeTonpl. 3a 2019—2021 rr. Ha aMOyJIaTOPHBII
MpYeM B KIMHUKO-auarHoctrdeckuii eHtp @I'BHY «Hayuno-
HCCIIeoBATeIbCKIIT MHCTUTYT peBMatoioruv uM. B.A. Haco-
Hosoit» (HUMP um. B.A. HacoHoBoit, 1abopatoprsi UHTEHCUB-
HBIX METOIOB TepaIKu) O0PaTWINCh 86 MEPBUYHbBIX ITALIMEHTOB
CO 3HAYMTEJIbHBIM yBeandeHueM Oosbiinx CXK / cle3HbIX Ke-
Jie3, MmopakeHrWeM MPUIATOYHOrO amnmnapara rjias3a, Hoca W/uiu
napaHa3ajbHbIX CUHYCOB. B nccienoBanue BkitoueHo 73 naiu-
€HTa, JJISI KOTOPBIX OBUIM JOCTYITHBI PE3YJIBTaThl BCeX 00ceno-
BaHWI, HEOOXOIMUMBIX [IS1 yCTAHOBJIEHUST HO30JIOTUIECKOTO I~
arHo3a. MccnemoBaHue MPOBOAMIOCH B YCIOBUSIX peasibHOM
KJIMHUYECKOM nmpakTuku. O0beM 1adopaTOPHbBIX U PEHTITEHOJI0-
TUYECKUX MCCIEeNOBaHUM, AOMOJHUTENbHBIX KOHCYJIbTALMI
CITEeIIMAJIMCTOB ONPENesUICS MHINBUAYAJTLHO B KasKJIOM ClTydae.

Kaunuxo-nabopamopuvie uccaedosanus. KIMHUUECKUIA,
OMOXUMWYECKUI 1 UMMYHOJIOTUYECKUIA (OTIpeieIeHre aHTUHY -
kieapHoro (aktopa — AH® — mMeTomoM HempsIMOil UMMYHO-

34

¢aoopecueHun Ha KiaeTkax Hep2 denoBeka, aHTUTEN K
SS-A/Ro, SS-B/La, ANCA screen, cANCA, pANCA, aHTH-
ten K aBycrmpanbHoit JIHK meTtomom mmmyHodepMeHTHOrO
aHanu3a, peBMaTonaHoro dgakropa — PO — IgM, BeICOKOUYB-
crButeabHoro CPb, C3/C4-kommiemenra, 1gG, 1gG4, IgM,
IgA, IgE umMmyHoHedenroMeTpuYecCKUM METOJ0M) aHaau3bl
KpOBHU, 3J1eKTpodope3 0eKOB, 00U aHaIU3 MOYU TIPOBEIE-
HbI BCEM TMallMeHTaM B Onoxumuueckoii jadoparopuu HUUP
uM. B.A. Haconogoii.

MmmyHOXMMUYECKME KMCCIeI0BaHUSI CBIBOPOTKU KPOBU U
MOUYH TSI BBISIBJIEHUSI MOHOKJIOHATBHBIX O€JIKOB BBITIOJIHSIN B
Jraboparopuu rymopanbHoro uMmMmyHuteta ®I'BY «HaunoHanb-
HBI MEIUIIMHCKUI MCCIIeI0BAaTeIbCKUI TIEHTP TeMaTOJIOTUI»
Munszapasa Poccun (HMMUWL remaronoruum), cToMaToioruie-
ckoe oOcienoBaHMe (cuUamoMeTpusi, cuagorpadus, Ouorcus
Majoit C2XK — HuxHel ryobl) U odTaabMoJIOrMyeckoe oocaen0-
BaHue (tect Llupmepa, npoda HopHa, okpalimBaHue 31UTEIUS
poroBuilbl (GIOOPECIIEMHOM M OEHTaJIbCKUM PO30BBIM) — B
HUWP um. B.A. HacoHoBoii.

Hucmpymenmanvnote uccaedosanus. KommpioTepHass ToMo-
rpadpus (KT), Bkmrouas mynsrucnupanbiyto KT, n/unm mar-
HUTHO-pe3oHaHcHas Tomorpacdust (MPT) opraHoB rpynHoii u
OPIOLIHON MOJIOCTU, MPUAATOUYHBIX MTA3yX HOCA U OPOUT MPOBO-
NIAJIMCh B Pa3HBIX JIeUeOHbIX yupexkaeHusx. Haauuue u creneHpb
yBenmdeHus 6onpiux C2K olleHnBany mpu BU3yaaTbHOM OCMOT-
pe u nanbnanuu. Hammaue yBenmnaeHusT CIe3HbIX XKele3 1/ 1iu
SKCTPAOKYJSIPHBIX MBI BO BCEX CIy4asX MOATBEPXKIAIOCH
npu oMo KT nnu MPT.

Ilamomopgonocuueckue u morekyasapHole UCCAEO08AHUS.
Bcem maumeHnram ¢ ysennueHuem CXK, opout (B TOM 4yucie
CJIe3HOU kene3bl), Jumdbarndeckux y3nos (JIY) BbimonHeHb
TUcTOooTNYeckoe n nmmyHorucroxummiyeckoe (MI'X) uccrue-
JIOBaHMs OMONTATOB TKAHEW 3TUX OPraHOB Ha 0a3e oTaesa mna-
TOJIOTMYECKOI aHaToMuM omyxoJiei yeaoseka ®I'BY «Hamwo-
HaJIbHbI MEIWLIMHCKUI MCCIIEAOBATENbCKUI LIEHTP OHKOJO-
run um. H.H. Broxuna» MunsnapaBa Poccun n/vnm Ha 6ase
rnaTojioroaHaTomuueckoro otaeneHussi HMWIL remaronoruu.
HNuarHo3 muMbOMbI yCTAaHABIUBAIN TOJIBKO TTPY HAIMYUU TUC-
tonornyeckoro 1 MI'X-nmoareepxaeHMsI.

B-kyeTOoUHYyI0 KJIOHATBHOCTH IO CBEXE3aMOPOXEHHOM
TKaHW U/WaK napadrHOBBIM O6JI0KaM OLEHMBAJIUM METOJOM TO-
numepasHoii nenHoi peakiuu (ITLP) mo peapanxxupoBkam re-
HOB IgVH Ha 6a3e jabopaTopuy MOJIEKYJISIPHOM reMaTrosoruu
HMMLI remaronoruu. B cinyyae BoisiBieHust B-kieTouHoit Kio-
HaJbHOCTHU TIPU OTCYTCTBUY TMCTOJIOTMUYECKUX MTPU3HAKOB (hop-
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Ta6auna 1. Ho3onornyeckne QMArHO3bI Y ALMEHTOB ¢ yBetmueHuem oonbimmx C2K, opraHoB opoUT 1 nopaeHneM HOCA U MAPAHA3AJIBHBIX CHHYCOB, N (%)
Table 1. Nosological diagnoses in patients with major SG enlargement and orbital, nose and paranasal sinuses lasions, n (%)

Cumnrom Bcero TTIA IgG4-C3
TTopaxeHue Hoca/ma3yx 24 12 (50) 6 (25)
TTopaxeHue opouUT 18 2 (11,1) 7 (38,9)
Veenuuenue C2K 46 0 7 (15,2)
IMopaxkenue Hoca + OpOUT 3 2 (66,7) 1(33,3)
TTopaxeHnue Hoca + CXK 1 0 0
VYeenauuenune CXK + opout 5 0 3 (60)
TTopaxeHue Hoca + opout + C2K 3 0 3 (100)

BIII BIII + Capkounos Npyroe
Jumpoma
2(8,3) 0 0 4 (16,7)
0 0 2(11,1) 7 (38.,9)
14 (30,4) 14 (30,4) 6 (13) 5(10,9)
0 0 0 0
0 0 0 1 (100)
0 0 2 (40) 0
0 0 0 0

MUpPOBaHUS JTUM@POMBI JUarHo3 JUMGOIpoaudepaTUBHOrO 3a-
oonesanus (JIT13) oreeprasics.

O0beM KcclieIoOBaHUIA onpeesisil Jevalliii Bpad B 3aBUCH-
MOCTH OT KJIMHUYECKOI CUTYaIlnu.

Hdna nuarHoctuku B uMcnonb3oBaau poccuiickue auar-
Hoctuueckue kputepuu [3], [gG4-C3 — yHuBepcaabHbIe 1Mar-
Hoctuuyeckue kpurepun H. Umehara 2011 r. [4], JITI3 — knac-
cudukanuo BO3.

Cmamucmuueckue memodsl. AHaIN3 TaHHBIX BBITIOJHEH C
nomoipio mporpamMmmbl MS Exel 2013. KauecTBeHHBIE TaHHBIE
TPENCTaBIeHbl B BUAE aOCOMIOTHON M OTHOCUTENBbHON 4YacTOT
(BBIpAXKEHHOI B MPOLIEHTAX), KOJTNYECTBEHHbIE JAHHbIE — B BU-
ne cpeaHero (M) co cTaHAapTHBIM OTKJIOHEHUEM (O).

Pesyabrarsl. BIL nnarnoctupoBana y 30 (41%) nanmeHToB,
y 14 u3 Kotopeix umenoch ocinoxHenue — JIT3, ay 9 — pa3Bu-
tie MALT-tkanu B CK 6e3 4eTKO ITMCTOJIOTUIECKOM KapTUHBI
JITI3 (HecMOTpsl Ha TIONOXUTENbHYIO B-KIEeTOUHYIO KJIOHANIb-
HocTh 1o AaHHbIM [TLIP y HekoTophix maiimeHToB). B 3 u3 atux
HaOmoaeHuit umesioch couetanue BII ¢ peBMaTOMAHBIM apTpU-
ToM (y 2 mauueHoB ¢ B u iumdomoii n'y 1 — ¢ nopaxkeHuem
Hoca), y 1 mauueHtku — CKB u emie y 1 — auMutupoBaHHas
dopma ckieponepmun (B o0oux ciydasx BbisiBieHa MALT-
TKaHb B C2K). Y ocTanbHBIX MALIMEHTOB JUATHOCTUPOBAHBI: Tpa-
HyJemaTo3 ¢ noauaHruurom (I'TIA) —y 12 (16,4%), 1gG4-C3 —
y 10 (13,7%), capkouno3 — y 6 (8,2%), HeJlaHTepraHCOKJIETOY~
HBII TucTOIMTO3 — ¥ 2 (2,7%), AL-amwmmounos —y 1 (1,4%),
onyxojb YopruHa — y 1 (1,4%), XpoHUYeCKUiA aTpOhUIECKMIA
punut — y 1 (1,4%), undexunonHoe nopakenue y 3 (4,1%;
BUY-accoumupoBanHoe — y 2, nupoduisipuos — y 1), uaromna-
TUYECKUIi BocnanuTeabHbii niceBnorymop (MBIT) —y 6 (8,2%).
VY 1 6onbHOI AMATHO3 YCTAHOBUTD TaK U HE yAAJIOCh, HECMOTPSI
Ha MMpoBeIeHNe TIOJTHOTO CIIeKTPa UCCIIeIOBaHMI, HEOTHOKpaT-
HOE B3$SITUST OMOTICUY 1 KOHCYJIBTAIINY CMEXHBIX CIIEIIUATNCTOB.
JnarHo3sl, BRIpUUIIMPOBAHHBIE Y TIAIIMEHTOB C YBEIUMUCHUEM
oombiux C2K, opraHoB opOUT 1 TTOpaXkeHUeM Hoca U MapaHa-
3aJIbHBIX CUHYCOB, MPeICTaBIeHbl B Ta0. 1.

Maccusnoe yBenmueHue 60bimnx C2XK BBISIBICHO Y 46 60J1b-
HbIX. B ocHoBHOM (n=28) 3T0 6bUIM ManmeHTsl ¢ b1, 14 u3 ko-
TOPBIX UMeNH JIMboTIpordepaTuBHBIE OCIOXHEHUS: 13 — co-
yetanue BIII ¢ MALT-mumdbomoii u 1 — BII ¢ nuddysHoit
B-xpynHokneTouHoii numdomoii. [Ipu sToM B monIoBUHE Ha-
OJI0IeHUI auarHo3 BIiepBble ObLT ycTtaHoBieH B HUUP
uM. B.A. HacoHoBoii yxe Ha ctanuu GpopMUpoBaHUsT JTUM@O-
npoaudepaTuBHbIX OCIOXHEeHUi. Jlajiee Mo yacTore mopaxe-
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Hust Gonpiux C2K cremoBamm: IgG4-C3 (15,2%) u capkoumno3
(13%). bonee penxkumu (10,9%) npramHamuy yBemmueHuss C2K
ObUTK: OMyXo0JieBOe MopaxeHue (oryxosib YoptuHa), AL-amuio-
W03, HeJTaHTepraHCOKJIeTOUHbIN TuctnonuTto3, BUY-acconu-
WpOBaHHBIN MUGdY3HBIIT MHOUIBTPATUBHBIM JTUMGOLNUTO3 U
cuanoaneHut B pamkax UBII.

Y 39 GonbHBIX UMENOCh YBEJIMYEHUE OKOJIOYIIHBIX CIIOH-
HbIx Xkeje3 (OYXK), y 13 — NogHUXKXHEUETIOCTHBIX CJIIOHHBIX XKe-
ne3 (IMMHYXK), y 8 — noabsizbiunbix CK. B abcotoTHOM 00J1b-
IIMHCTBe ciydaeB yenmdeHue C2K HocUiio IBYCTOPOHHUH Xapa-
KTEpP, UX KOHCUCTEHLMS TIPY Najblalliy OblIa IJI0THOMR. Y 5 na-
LIMEHTOK C BbICOKOI akTuBHOCTbIO BIII (BhIpaxkeHHasi rumnep-
raMMaryioOyJIMHEMUsI U BHEXKEJIe3UCThbIe MPOSIBIEHMS) Ha0IIIo-
nanoch Hebobinoe yBenmyeHue CXK 1-ii crerienu. B cBs3u ¢ o1-
CYTCTBHMEM MTPU3HAKOB HEOJIATOMPUSITHOTO MTPOTHO3a B OTHOIIIE-
Huu pazsutus JII13 [5] Ouoncusa y 3TUX MalMeHTOK HE TTPOBO-
nuiack. Beex oCTaibHBIX OOJIBHBIX HAIpaBisiid Ha OUOICUIO
CXK u/vnum yBeanyeHHbIx JIY.

CpaBHuTenbHast AemMorpadguyeckas M KIMHUKO-Tabopa-
TOpHAasl XapaKTepMCTHUKa MAaIlMeHTOB C Pa3HBIMU HO30JIOTHYE-
CKUMU TMarHo3amMu ¥ yBeiandeHreM o6ombimx CXK mpencrasiie-
Ha B TaoOI. 2.

[ManeHTHI, Y KOTOPBIX ObLIO AMarHoctupoBaHo JII13, B 1e-
JIOM ObUIM cTapuie M MMeJd OoNbUIYI0 MPONOJIKUTETbHOCTD
cuMnTomoB. Tosbko 3 u3 14 mauMeHTOB paHee MoJayvyaliu Tepa-
Nnuio: 3 malureHTa — HU3Kue 103bl IokoKopTukounos (I'K) u
MeToTtpekcat g0 10 mr/Hen, 1 — HU3KUe 1036l iepopaibHbIX ['K
u 1 — cpenHue mo3bl mepopiabHbIx 'K 1 mukinodochamu mo mo-
Boay BackyauTta npu BIL. [TpakTuyecku y nMoJoBUHbBI OOJIbHbBIX
¢ MALT-1kansbto B CK ObL1a BeisiBIeHa B-KiieTouHast KiioHa b-
HocTb MeTofoM TP, onHako rpu ructonornyeckom u MUI'X-uc-
caenoBaHusix Hanuue JIT13 He moaTBepAMIOCH.

Veenuuenue CXK nipu capkouo3e oTMeuyanoch Ha hoHe CU-
CTEMHOTO TeYeHMsI 3a00JIeBaHUsI: BO BCeX 6 ciiydasix ObLTU BO-
BiaeyeHbl OYK, B 2 — B couetanuu ¢ [IHY2K u B 1 — Bce Tpu na-
pbl 6onbnux CXK, 4TO CONMpOBOXKIAIOCH OBICTPHIM pa3BUTHUEM
BBIPAXXEHHOU CyXOCTU pTa. Y BCeX MallMeHTOB MPU TOTOIHU-
TEJIBHOM 00CJIeIOBAHUY BBISIBIIEHO TTOPAXKEHUE JIETKUX U BHYT-
purpynubix JIY, a y 2 — TakKe MapeHXMMATO3HBIX OPTaHOB
OpromrHO# TosocT. Bo Bcex ciydasix MuarHo3 TOATBEPXKIeH
MPU TUCTOJIOTUYECKOM MccienoBaHuu ouontaroB CXK wmm J1Y.

ITopaxeHue opoUT yaie Bcero BcTpeuanoch npu IgG4-C3
(7 maumenToB) u UBII (y 5 u3 6). ITpu IgG4-C3 nopaxeHue op-
OUT OBUTO CUMMETPUYHBIM, Y BCEX MAIlMEHTOB B TIPOIIECC BOBJIE-
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Ta6muua 2. Iemorpaduyeckas M KIMHUKO-1a00paTOPHAS XapaAKTEPUCTHKA NMANMEHTOB C PA3HBIMM HO30J0THYECKHMH THATHO3AMHU

u yBesmdenueM ooabmx C2K

Table 2. Demographic, clinical and laboratory characteristics of patients with different nosological diagnoses and major SG enlargement

IToka3arenn BIII + JITI3 BIII + MALT-TKaHb IgG4-C3 Capkouo3
(n=14) (n=9) (n=7) (n=6)

MyX4IUHBI/>KEHIIUHBI, N 2/12 0/9 2/5 2/4

Bospact Ha MOMEHT 57,6£12,8 49,4+11,2 45,6184 41,247,6

obpalieHus, roasl, Mto

JITUTETLHOCTh CUMIITOMOB, MEC, 101,4£61,17 40,2+25,2 47,1£31,6 1249.6

Mzto

CyxoCTb BO pTY ++/+++ ++/+++ +/- Saiis

JIByctoponHee yBennueHue CXK, n 13 7 7 6

CHCTEMHOCTh MMOPAXEHUsT, N 3 3 7 7

OTcyTCTBUE TPENIIeCTBYIOIEH 11 7 H/m H/m

MMMYHOCYIPECCUBHOI Tepanuu, n

AHTH-Ro+, n 12 8 0 0

AH® Hep2 >1/320, n 14 9 0 0

TToBsiieHue yposHs IgG4 0 0 7 0

cbIBOpOTKU >2 N, n

KionansHocts B TKanu (ITL[P), n 13 4 0 —

Tucronorus IloarBepxaeHue ®opmupoBanue MALT-Tkanu Mopdosornieckue Mpu3HaAK1 CapkounHbie
JITI3 6e3 nmpusHakoB JIT13 u 1gG4-C3 [6], hopmupoBaHue rpaHyJieMbl

PECTPUKIIUU TIO K/A

IIpumevanue. H/nm — He mpuMeHUMO; 31echb U B Tab1. 3: N — Hopma.

MALT-TkaHu

KaJIMCh KaK CJIe3HbIC XKeJle3bl, TaK U 9KCTPAOKYJIIPHBIC MBIIIIIIBI.
Y 6 u3 7 6onbhbix ¢ 1gG4-C3 nMenoch OMHOBPEMEHHOE YBEJIU-
yeHre C2K M cle3HbIX kene3, a y 3 — Takke TopakeHHe Hoca
(B BUAE peuuauMBUpyoLiero noavcuHycura). Iuarnos IgG4-C3
ObUT BepU(PULIMPOBAH IO JaHHBIM OMOTICUM CJIE3HOM XeJe3bl Y
3 mauuenToB. [Tpu UBII nmopaxenue opOUT 4yacTo ObUIO OAHO-
CTOPOHHUM C BBIpaXXEHHOW acUMMETpHeEi, Y 3 U3 5 mauueHTOB
OTMEYAJIOCh MACCUBHOE YBEIIMUCHUE SKCTPAOKYJISIPHBIX MBIIIILT
B OTCYTCTBME MPHU3HAKOB JaKPUOAIEHUTA, YTO COMMPOBOXKIATOCH
OJHOCTOPOHHUM 3K30(TaIbMOM M IUIUIONUER, y 1 U3 3TUX
OOJILHBIX TaKXKe OOHapyXeHa peTpoOynbOapHasi JoKaJIu3alus
TICeBIOTYMOpPA. Y BCEeX MAIlMEHTOB ObUIa MCKITIOUeHA 9HIOKPUH-
Hast odraspmonatus. [IpyM TUCTOIOTMUECKOM HCCIIeIOBAaHUM
HapsiIy ¢ YMEpEeHHO BbIPaKeHHBIMU (pUOPO3HBIMU M3MEHECHUSI -
MM TKaHU BBISIBISUICS JTUMGOUIHBIN MOJUKIOHAIBHBIN WMH-
(GUABTPaT C MPUMECHIO TJIa3MaTUUECKUX KIETOK U OTCYTCTBUEM
wiu cexpeuueit 1gG4 B enuHUYHBIX KieTkax. [Ipu3Haku nmopa-
JKEHUsI OPOUT TaKKe MMEJIUCh y 2 MAIMEeHTOB C CAapKOUIO30M 1
y 2 — c ['TIA (B ToM uncrnie y 1 60JBbHOTO ¢ KOCTHOM NeCTPYKITH-
eif HIKHEeM cTeHKU opOuThl). OCHOBHBIC KIIMHUKO-Ta00paTop-
HbIe XapaKTePUCTUKU MAlMEHTOB C MOpakKeHUEeM OpOUT Mpe-
cTaBJieHbl B Ta01. 3.

Kpome onrcaHHBIX BBIIIE ClTy9aeB, HAOIIOMaI0Ch MacCUB-
HOe TIOpaXkeHWe MepuopOUTATbHBIX TKaHEeW IO TUITy KcaHTe-
Jla3M y MalyeHTa ¢ HeJJaHTepraHCOKJIETOUHBIM TUCTHOLIUTO30M
¥ YBEJIMYCHUEM OPOMTHI B paMKax peIKOro TPaHCMMCCUBHOTO
reJbMUHTO3a — aupoduispuosa. [lopaxeHue Hoca MPOSIBIIsI-
JIOCh XPOHMYECKUM pUHOCUHYCUTOM (y 18 60JbHBIX) ¢ TTepdo-
parueit HocoBoii neperoponku (y 13) u ¢opMupoBaHUEM cel-
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noBuaHOU nedopmaruu (y 5) unu 6e3 Hee. [Ipu atom y 2 maru-
eHnTok ¢ BIII 6buta BeISIBIIEHA M30aMPOBaHHAs Tiepdopairs HO-
COBOI1 MeperopoJku Ha (oHe XPOHMYECKOTo aTrpoduyeckoro
pUHMTA U BacKyJIUTa MPU OTCYTCTBUU MPU3HAKOB MOPAKEHUS
MapaHa3ajibHbIX CUHYCOB. B 2 ciiyyasix uMenoch nopaxkeHue mo-
JIOCTU HOCa IO TUIly pa3pacTaHusi TKaHU B pamkax IgG4-cBs-
3aHHOTO TICEBIOTYMOpAa U HEJIAHTePraHCOKJIETOYHOTO TUCTUO-
uuro3a. ¥ 1 mamueHTKu mepdopaiusi HOCOBOW TMEPeropoaKu
BO3HUKJA Ha ¢oHe xpoHuueckoro JIOP-3aboneBanus.

V naumenroB kak ¢ I'TIA, Tak u ¢ IgG4-C3 nopaxkeHue HO-
ca Ha0Jonanoch B 1e61oTe 3abosaeBaHusl, ogHako npu ['TIA oHo
MpoTeKano 60see arpecCuBHO, ¢ 00pa30BaHUEM IPyObIX KOPOK,
PELMANBUPYIOIIUMY KPOBOTEUSHUSIMU U (POPMUPOBAHUEM KO-
CTHBIX 1eeKToB U Aedopmaruii (Mo TUMY ceqmoBuaHoi). [Tpu
I'TIA, B omimuue ot IgG4-C3, pMHOCMHYCUT COITPOBOXKAAICS
3HaYMMbIM ToBbIIeHUEeM ypoBHsSI CPb (>3 HopMm) u seiikoiiu-
TO30M B nepudepruyecKoil KpoBu. ¥Y BceX MalUEeHTOB MpU 00-
cnenosanuu B HUMP um. B.A. HacoHoBoii BeisiBiisiiic ANCA
K niporenHase 3 (PR3). Tonpko y 2 u3 12 mauueHTOB OUarHo3
I'TIA 6b11 BiepBbie yctaHoBiieH B HUMP um. B.A. HacoHoBoit,
MO2TOMY MHTEpIIpeTalusi MPUYMH PUHOCUHYCUTA B MOJOBUHE
cJlyyaeB He BbI3blBajla KIIMHUYECKUX CIIOXKHOCTEH 1 He TpeboBa-
J1a mpoBeaeHusT AuddepeHIUaTbHON IUarHOCTUKU.

MaccuBHas AecTpyKIIMs KOCTell Hoca, TBEPIOTO U MSTKOTO
HeOa Obuia BoisiBiieHa y | manmeHTKku ¢ BUY-accouimupoBaHHOM
ONIOPTYHUCTUYECKOI nHDeKIMel (Muko3). Y 1 60abHOI quar-
HO3 YCTAHOBUTb HE YIAIOCh.

O6cyxaenue. XoTs CTIEKTp 3a00JIeBaHUIA, MPOSIBISIOIIMX-
cs yBeqnueHueM 6osibiiux CZK 1 opraHoB OpOUT LIMPOK, UX
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Ta6muua 3. OcHOBHbIE KIMHUKO-J1a00paTOPHbIE XapaKTePUCTHKH NAMEHTOB ¢ MOPaKEHHEM OpPOMT, N
Table 3. Main clinical and laboratory characteristics of patients with orbital lesions, n

Cumnrom I1gG4-C3 TTIA Capkonzno3 NBIT
(n=7) (n=2) (n=2) (n=5)

DK30(hTaIbEM 0 2 0 3

CUMMETPUYHOCTh MOPaKEHUS 7 0 2 2

JlakproaieHUT 7 0 2 2

CyxocTb 17123 -/+ - S +/-

3ay103keHHOCTh HOCa 5 2 0 0

Kopku B HOCy 0 2 0 0

HocoBble KpoBOTEUEHMUSI 0 2 0 0

KocTHas nectpykuust 0 2 0 0

Yposenr CPB N >5N N N

TToBbllIEHKE YPOBHS 7/7 0 — 0

IgG4 criBopoTKHM

Tucronorus Mopdosornyeckue HexpoTtusupyrommit CapKouiHbIe Dubpo3 n cKIepo3 TKaHeH, HeCTICIU -
npusHaku [gG4-C3  Backyaut, GOpMUPO-  TpaHyJIeMbl buyeckunii TuMMOUTHBII MHDUIBTPAT,
[6] BaHWe TPaHyJIeM OTCYTCTBUE IpaHyJieM, HEKPO30B,

PECTPUKLIMU K/A

KJIMHUYECKHE TPOSIBICHUSI MOTYT OBITb Ha MEpPBBIN B3IJISII
CXOIHBIMU: TIOSIBJIEHWE OITyX0Je00pa3HOTO MOPakKeHUs Xe-
Jie3, 4acTO COIPOBOXIAoIeecs] pa3BUTUEM TOW WJIM WHOM
crerienn cyxoctu. [IpoBeneHue TiiaTenbHoU auddepeHIu-
aJTbHON AMArHOCTUKU abCONMIOTHO HEOOXOAMMO IS CBOEBpe-
MEHHOTO Ha3HAuYeHUs Teparuy U MPeAoTBPalleHUs] Pa3BUTUS
TSIKEJIBIX OCJIOXKHEHUHA.

Hauie vccnenoBaHue npencrapisieT coO0i oTpaxeHue pe-
ITBHOU aMOYJIaATOPHOU TIPAKTUKU Bpada-peBMAaToNIOTa, MO3TO-
My HE BCEM MAaIlMeHTaM BBITIOTHSIIM BECh BO3MOXKHBIN KOMIT-
JIEKC MCCJIEIOBAHUI U, K COXAJIEHUIO, HE BCE MOKAa3aTesId B O -
HAKOBOM Mepe yaajaoch cormoctaBuTh. B 1o e Bpems HUUP
uM. B.A. HacoHoBoIi sIBiIsIETCSI LIEGHTPOM, B KOTOPOM aKKYMYJIH-
DYIOTCSI caMble CJIOXKHbBIE U TsDKeJibie ciaydan P3, B ToM vucie
npotekatorue ¢ mopaxenrem C2K, opouT u Hoca / TTapaHazaib-
HBIX CHHYCOB, TI0O3TOMY B KOPOTKME CPOKU HaM yHajioch o0cie-
JIOBATh U OLIEHUTb OOJBIIYIO TPYMITY MalueHToB. B 3anaun nan-
HOTO HCCTIeOBAHUS He BXOWIIA IeTalbHas XapaKTepUCcTHKa Ka-
KIOW HO30JIOTMM, CKOpee, Mbl CTPEMUJIMCh MPEACTaBUTh 00-
IIIyI0 KapTHUHY, BBIICTUB JINIIIb HanboJIee YacThie MPUINHBI T10-
paxenust CXK, opout u JIOP-opraHoB B peasibHOII peBMaTOJIO-
TUYecKoi nmpakTuke. Ha ocHoBaHWYM aHanM3a MpUYWH yBeIude-
Hus 6onbinx CXK, opraHoB opout u nopaxenus JIOP-opraHos
ObuUIM cOPMYJUPOBAHBI JBa aJIrOPUMTMa, KOTOpbIe OOJieryar
MPAKTHUKYIOIIMM PEBMATOJIOraM BbIOOD TOMOJTHUTEIbHBIX KCCIIe-
JIOBAaHWM M HaIpaBJICHUs IMarHOCTUYECKOro roucka (puc. 1, 2).

[Matomopdonornyeckoe vccaenoBaHue — BEAYIIUN METOI
MWArHOCTUKY, OTHAKO TIPEAIOJIOKUTE TOT WY WHOM INarHO3 B
OOJBIIMHCTBE CIy4yaeB MOXHO Ha OCHOBAaHUU KJIMHUKO-J1a00-
paToOpHbBIX NpU3HaKOB 3aboyieBanust. [1pu cucrtemubix P3 yBe-
mmyeHne CXK u clle3HBIX XeJie3 Jallle BCero MMeeT JIBYCTOPOH-
HUI, CHMMETPpUYHBII Xapaktep. Kak moka3anu pe3ysibTaThl Ha-
CTOSILIETO W MPEblIylIMX Halux ucciaenoanuii [7], [THYK
yare BosiekawoTtcs npu 1gG4-C3, uro cormacyeTcst ¢ JaHHBIMKA

Coepemennas peemamonoeus. 2021;15(6):33—40

3apy0exXHbIX aBTOPOB [§, 9], 1, KoHeuHo, mpu AL-amunounnose
[10]. Y Bcex HalIMX NAIMEHTOB C OJHOCTOPOHHUM YBEJIMYEHU-
eM CXK, xpome 1 GOJbHOI, OBUT TIOATBEPXKIACH aJTbTEPHATUB-
HBII IMAaTHO3 (OIyXO0JIb, TUCTUOIIUTO3), TIO3TOMY BO BCEX IO-
MOOHBIX caydasx nmopaxkeHus C2K 1 cae3HbIX Keie3 He00Xoar-
Ma Ouorcusl.

B HacrosiieM uccinenoBaHuyM HauboJjee YacTo BCTpevaics
nuarHo3 BIL. TTpumevaTenbHO, 4TO MPAKTUYECKU Y TTOJTOBUHbI
0OJIBHBIX ITOT AUArHo3 ObuI BriepBbie Bepuduiimpoad B HUUP
uM. B.A. HacoHOBO#1 1 Ha MOMEHT OOpallleHUsI OHU YK€ UMEU
nuMdoInpoardepaTUBHbIE OCJIOKHEHUS. Y HEKOTOPBIX Taly-
eHToB BIII acconuupoBanach ¢ aHTULIEHTPOMEPHBIMU aHTUTE-
Jlamu. Kaxk ObL10 MoKa3aHO HAMU paHee, B TAaKUX Clydyasix MOTyT
He BBISBISIThCS «Kiaccuiyeckue» aHThU-Ro/La-anturena [11],
YTO JTOTOJTHUTETLHO MOXET 3aTPYIHSTH CBOEBPEMEHHYIO THar-
HOCTHKY. BOJNBITMHCTBO MAIMEHTOB ¢ TUM(OMOI U MACCUBHBIM
yBennueHuem CXK 3a cuetr opmupoBanust MALT-TkaHu paHee
HE TMOoJTy4yaiy Tepanuu, U 3TO MOIJIO CYILIECTBEHHO MOBIUSITh Ha
paszButue JumdbornpoandepaTuBHbIX OocloXHeHu. Kpome To-
ro, nosiBjieHne B-KJIeTOUHO! KJIOHAJIBHOCTU B TKAHSX TaKXKe
saBjsieTcst oqHOM 13 ipuunH dopmuposanus JII13 [5], BeposT-
HO, TaKue TMalWeHTHl JOJKHBI MONyJYaTh 0ojiee WHTEHCUBHYIO
Tepanuio ¢ MPUMEHEHUEM aHTU-B-KJIeTOYHBIX MpernapaToB
U/WJIY LIUTOCTAaTUKOB.

[TopaxeHust HOca ¢ KOCTHO-AECTPYKTUBHBIMU U3MEHEHUSI-
MM XapaKTEepHO B MEPBYIO OUepe/Ib ISl CUCTEMHBIX HEKPOTU3U-
pytorux ANCA-accolmmpoBaHHBIX BACKYJIUTOB, UYTO TTOATBEP-
KIAl0T JaHHBIE HAILlETo uccienoBanus. B To ke BpeMs kpaiiHe
penKu OMUCAaHUsI KOCTHO-AECTPYKTUBHBIX MOPaXEHUN U Tede-
HUSI 110 TUITY «CPEIMHHOM JieTabHOM TpaHysieMbl» Tipu IgG4-C3
[12—14]. K coxajieHuto, MpakTUYECKU BCe IMaIMEHThI C Mopa-
xkeHussMu Hoca u ['TIA nmoctynaiu B Halll HEHTP YXKe Ha CTaiuK
pa3BEepHYTOTO CHCTEMHOTO BAaCKYJIWTa, C TIOpakeHWeM He-
CKOJIbKUX OPTaHOB U CUCTEM U YacTO C YXe€ YCTaHOBJIEHHBIM
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HOpa)KCHI/IC HOCa I/I/I/UII/I OKOJIOHOCOBBIX ITa3yx

/\

Y

Y

CuHycut [Mepdopanus
Nudexkuus 1gG4-C3 ANCA-BackyIuT bl JITI3 NHubekuus
I I I I I I
VBennuenue CXK,
t yposHsi CPB CJIE3HBIX XKeJe3
}.ﬁ XopaIKa bponxuanpHas BUY
- actMma
Teoumos || 4 ypomalgGe, || 11 yons P anos | [MURERT] | o
BIICBO IgE criBopoTKM ANCA+ (PR3, MPO) aHTu-Ro+ OICTOUHAS HbIe MHGbEKITHH
X " KpOBU JleiixounTos PO+ K
OpOLINit 1 ypoBHS raMMa- numdoma) (TyOepKynes,
aHTiI%I?(?’EIKOB T100y/MHOB enpe)
AnTH-Ro-
u CPb-

Y Y

ITaroMopdonornueckast Bepudukaius auarHosa (rucroiorust u UTX)

Puc. 1. Anreopumm dugpgpeperyuanshoil duaeHocmuru 3a601€6anuil, NPOMEKAIUUX C NOPANCCHUEM HOCA / NAPAHA3ANbHBIX CUHYCOE.

MPO — muenonepokcuoasa

Fig. 1. Algorithm for differential diagnosis of diseases with nose / paranasal sinuses lesions. MPO — myeloperoxidase

Veenuuenue CXK

OIHOCTOPOHHEE JIByCTOpOHHEE
(0);¢ IMHY2K
BH1Y Capkouao3 BIII + JITI3 1gG4-C3 AL-amunonnos
| I | ' :
s Makporiaoccusi
bIpa’keHHasi CyXoCTb [NepuopOuTtaabHbIE
TopaxeHue Jerkux, AHO+ bponxuanbHas actma reMoppariu
BHYTPUTIpYIHas AnTI-Ro+ Do3uHOGUINS CHHIPOM Kapraib-
TToXTBepXIeH- SJlluMdoanwonaTMﬂ PO+ B CBIBOPOTKE KPOBU HOTO KaHajia
Has 3J10BaST,aB§ ;Tp”TeMa | ypoBus C3/C4 t yposus 1gG4, IgE CeKxpelys JIeTKIX
BUY-undexuust 1 yposHsi ATID Kpuornobynunemust CBIBOPOTKU KPOBU Lereil MIMMYyHOIJIO-
CBIBOPOTKH MoHokoHaIbHAsK 1 YpoBHA raMma- OyIMHOB B ChIBO-
pPOTKE KPOBU
AH®-, antu-Ro/La-, CeKpeIrs ChIBOPOTKH JIOOYJIMHOB (AMMyHOXIMITE
OTCyTCTBUE | YPOBHS (M-rpanueHT) antu-Ro- u CPb- CKoei’dccﬂe OBa-
ramma-rjao0yJIMHOB Hue) 8
Y Y Y Y Y Y

TTaTomopdonornueckast Bepudukaims auarHosa (rucronorust u MI'X)

Puc. 2. Anreopumm oupghepenyuanvroii duaenocmuru 3aboneéarnuii, npomexarouux ¢ yeeauueruem C2K.
AIlD — aneuomensunnpespawarowuii pepmerm
Fig. 2. Algorithm for differential diagnosis of diseases with SG enlargement. A[ID — angiotensin converting enzyme

nuarHo3oM ['TIA. B ¢Bsi3u ¢ 3TuM naHHBIEC 0 paHHeH TuddepeH-

LUAAJTBbHOM NUAarHOCTUKE PUHUTA OTCYTCTBOBAJIU.

WHurepecHo, yTto, B ominure oT nopaxeHuit CXK u Hoca,
MPH TTOPAKEHUN OPTaHOB OPOUT MPAKTUUECKU B TPETHU CIydacB
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OIPENEICHHOTO HO30JOTMYECKOr0 AMarHo3a yCTaHOBUTb He
ynaercsa. B Hamewm uccrnemoBanuu 5 (26%) u3 19 mauueHTOB
HMMEJIN «IUIIOC»-TKaHb B OPOMTE, YTO COMPOBOXKIAIOCH SIPKOIi
KJIIMHUYECKON KapTUHOM ¢ pasBUTHEM 5K30(TalbMa U Hapylle-
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HUEM 3PEHMS Y HEKOTOPBIX U3 HUX, MTPU 3TOM TMCTOJIOTMYECKOe
3aKJII0YeHUEe ObLI0 CHOPMYIUPOBAHO KaK <«BOCHAJIUTEJbHBIN
MCEeBAOTYMODP opOUT». BeaeHre Takux MalueHTOB COMPSIKEHO C
OOTBIIMMY TPYTHOCTSIMU, TaK KaK, C OMHOW CTOPOHBI, TIO CYTH
OTCYTCTBME KOHKPETHOTO HO30JIOTMUECKOTO TUarH03a BIeYeT 3a
c00011 0TKa3 OT Ha3HAYEeHUsI UMMYHOCYTIPECCUBHOM Tepanuu, a
C Ipyrod — MauueHThl ¢ MACCUBHBIM YTOJILLIEHUEM 3KCTPAOKY-
JISSPHBIX MBILILL 324aCTyl0 3HAYUTEIbHO XyXe, YeM, Halpumep,
nauueHTsl ¢ [gG4-C3, pearupyioT Ha Tepanuio U SIBJSIIOTCS CTe-
POVIOPE3NCTEHTHBIMH.

MpI Takke HAOTIOATN MAIIMEHTOB ¢ MH(DEKIIMOHHBIMU 3a-
OosieBaHUsIMHU, B yacTHOCcTU ¢ BUY-acconmupoBaHHBIMU TTOpa-
xeHusiMu. [lpencrasisier MHTEpec ciaydyail CUMMETPUYHOTO
maccuBHoro ysenuueHust OYAK (BUY-accouumpoBaHHBI

IUdOY3HBIN MHGUIBTPATUBHBINM JTUM(POLUTO3) U OOLIMPHOTO
HEKPOTUYECKOTO MOPaXKeHUs MOJOCTH HOCA M TJIOTKM Ha (hoHE
OIIOPTYHUCTUUYECKO TPUOKOBOM MHMpeKuun. B HacTosmmii
MOMEHT CUTyalMs IT0 AaHHOU mHdekunu B Poccun HeGmaro-
MPUSITHASI, 1 MOXXHO OKHUIATh MOSIBIECHMS OOJIBILIEro YKca Mo-
JIOOHBIX ManreHToB. OmucaHbl Kak 0€CCUMIITOMHAs CeKpeLust
ayroaHtuten y BUY-uHduULIMpoBaHHBIX MALIMEHTOB, TaK U CO-
yeTaHWe JAaHHOU MHMEKIUU ¢ pa3audHbiMU P3 u, KoHeuHO, ¢
JITI3 [15, 16].

3akio4eHne. YIUTHIBasg BO3MOXHYIO CXOXKECTh KIMHUYEC-
CKUX IPOSIBIIEHUIA 3a00JIeBaHUI, IIPOTEKAIOLINX C (DOPMUPO-
BaHUEM «IUJIIOC»-TKAHU, OCHOBOM ux auddepeHunanibHOK
MMaTHOCTUKU JOJKHO OBITH MaTOMOP(OIOruIecKoe MCCie-
IIOBaHMeE.

1. Bacunwes BU, Taitnyk B, MMansimnna CT’
u np. [lepBUYHbBIE OHKOTEMATOJIOTUIECKUE
3a00eBaHMsl, NEOIOTUPYIOIINE C TOPAXEHUS
OOJIBLINX CTIOHHBIX XKeJie3 B PeBMaTOJI0ruye-
ckoit npaktuke. CoBpeMeHHasi peBMaToJo-
rus. 2019;13(1):44-51.

[Vasilyev VI, Gaiduk IV, Palshina SG, et al.
Primary hematologic malignancies with the
onset of involvement of the major salivary
glands in rheumatologic practice.
Sovremennaya Revmatologiya = Modern
Rheumatology Journal. 2019;13(1):44-51.

(In Russ.)]. doi: 10.14412/1996-7012-2019-
1-44-51

2. BacuiweB BU, Cokon EB, Cenpiiie CX
u ap. AuddepeHunanbHast AMarHoCTUKA
pPEeBMaTUUYECKHUX U OHKOTeMaTOJIOTMUEeCKUX
3a00JIeBaHMIA, TTOPAXKAIOIIMX TTOJIOCTh U TIPH-
TATOYHBIE TTa3yxu Hoca. TepaneBTUIeCKUit
apxuB. 2014;86(5):62-72.

[Vasilyev VI, Sokol EV, Sedyshev SKh, et al.
Differential diagnosis of rheumatic diseases
and blood cancers involving the nasal cavity
and accessory sinuses. Terapevticheskii arkhiv.
2014;86(5):62-72. (In Russ.)].

3. Haconos EJI, penaktop. Poccuiickue
KJIMHUYEeCKNe pekoMeHaauuu. Pesmarono-
rusi. Mocksa: T'DOTAP-Menua; 2017.

C. 228-39.

[Nasonov EL, editor. Rossiiskie klinicheskie
rekomendatsii. Revmatologiya |Russian clini-
cal guidelines. Rheumatology]. Moscow:
GEOTAR-Media; 2017. P. 228-39].

4. Umehara H, Okazaki K, Masaki Y, et al.
Comprehensive diagnostic criteria for
1gG4-related disease (IgG4-RD), 2011.

Mod Rheumatol. 2012 Feb;22(1):21-30.

doi: 10.1007/s10165-011-0571-z.

5. Goules AV, Tzioufas AG.
Lymphomagenesis in Sjé gren's syndrome:

Coepemennas peemamonoeus. 2021;15(6):33—40

Predictive biomarkers towards precision
medicine. Autoimmun Rev. 2019 Feb;18(2):
137-43/ doi: 10.1016/j.autrev.2018.08.007.

6. Deshpande V, Zen Y, Chan JK, et al.
Consensus statement on the pathology of
I1gG4-related disease. Mod Pathol. 2012
Sep;25(9):1181-92. doi: 10.1038/mod-
pathol.2012.72.

7. Coxon EB, BacunbeB BU, IManbimmna CI'
u 1p. Knunuko-nab6opatopHasi xapakTepu-
cruka IgG4-cBsg3aHHOrO 3a00/eBaHUS U ajl-
TOPHUTM €r0 TUarHOCTUKH. TepareBTUIeCKHiA
apxuB. 2019;91(5):40-8.

[Sokol EV, Vasilyev VI, Palshina SG, et al.
Clinical and laboratory characteristics of
IgG4-realated disease and its diagnostic algo-
rithm. algorithm. Terapevticheskii arkhiv.
2019;91(5):40-8. (In Russ.)].

8. Wallace ZS, Deshpande V, Mattoo H, et al.
IgG4-Related Disease: Clinical and
Laboratory Features in One Hundred
Twenty-Five Patients. Arthritis Rheumatol.
2015 Sep;67(9):2466-75. doi: 10.1002/art.
39205.

9. Yamamoto M, Takahashi H, Shinomura Y.
Mechanisms and assessment of IgG4-related
disease: lessons for the rheumatologist.

Nat Rev Rheumatol. 2014 Mar;10(3):148-59.
doi: 10.1038/nrrheum.2013.183.

10. BacunbeB BU, Toponenkuii BP, Pagecka-
Jlonosox CI' u ap. HoBble moaxomasl K onpe-
JIEJIEHUIO OPTAaHHBIX TIOPAKEHU I TTPU
AL-amunounnose. HayuHo-nipakTuyeckas
pesmaromorus. 2012;50(1):83-90.

[Vasil'ev VI, Gorodetskii VR, Radeska-
Lopovok SG, et al. New approaches to the
determination of organ lesions in AL-amyloi-
dosis. Nauchno-prakticheskaya revmatologiya.
2012;50(1):83-90. (In Russ.)].

11. Yansues B/, BacunseB BU, ITanbiiu-

Ha CI' u np. CpaBHUTEIbHASI XapaKTEPUCTH-
Ka KJIMHUKO-Tab0paTOPHBIX OCOOEHHOCTE I
6osesnn LI€rpeHa ¢ aHTULEHTPOMEPHBIMU
AHTUTEJAMU U «KJIACCUYECKOTO» CyOTHIA 3a-
6osieBaHMs. HayuHo-TpakTHyeckasi peBMa-
Tosorust. 2021;59(2):158-63.
[Chaltsev BD, Vasiliev VI, Palshina SG, et al.
Comparative characteristics of the clinical
and laboratory features of the primary
Sjogren’s syndrome associated with anticen-
tromere antibodies and the «classic» subtype
of the disease. Nauchcno-Practicheskaya
Revmatologia. 2021;59(2):158-63. (In Russ.)].
12. Della-Torre E, Mattoo H, Mahajan VS,
et al. [gG4-related midline destructive lesion.
Ann Rheum Dis. 2014 Jul;73(7):1434-6.
doi: 10.1136/annrheumdis-2014-205187.
13. Prabhu SM, Yadav V, Irodi A, et al.
IgG4-related disease with sinonasal involve-
ment: A case series. Indian J Radiol Imaging.
2014 Apr;24(2):117-20. doi: 10.4103/0971-
3026.134384.
14. Lindau RH, Su YB, Kobayashi R, et al.
Immunoglobulin G4-related sclerosing disease
of the paranasal sinus. Head Neck. 2013 Oct;
35(10):E321-4. doi:10.1002/hed.23175.
15. Im JH, Chung MH, Park YK, et al.
Antinuclear antibodies in infectious diseases.
Infect Dis (Lond). 2020 Mar;52(3):177-85.
doi:10.1080/23744235.2019.1690676.
16. TTonomapesa EIO, IlynbasikoB AA,
Amnatienko AB u np. Knunuveckast maHude-
crauus BUY-undexkunn, umMmutupyromias
peBMaTHuecKue 3a0oaeBaHus. HayuHo-npak-
Thveckast peBmarosorus. 2018;56(4):525-30.
[Ponomareva EYu, Shuldyakov AA,
Anashchenko AV. The clinical manifestation
of HIV infection simulating rheumatic
diseases. Nauchcno- Practicheskaya
Revmatologia. 2018;56(4):525-30. (In Russ.)].

39



COBPEMEHHAA PEBMATONOIHA Ne6'21

OPUTUHANDBHBIE UCCNEAOBAHUA / ORIGINAL INVESTIGATIONS

IMoctynuna/oTpelieH3upoBaHa,/IPUHSITA K TTeYaTh
Received/Reviewed/Accepted
1.09.2021/22.10.2021/25.10.2021

3assiaenne o Kondumkre narepecos/Conflict of Interest Statement

HccnenoBaHue BBITIOJTHEHO B paMKax HayuyHOU TeMbl « MyJbTUMOIAIbHBIE TTOIXO0/Ibl BBIOOPa MHHOBALIMOHHONW Teparuu CUCTeM-
HbBIX 3200J1eBaHUI coeMMHUTENIbHOM TKaHU» (Ne AAAA-A19-119021190145-2).

HccnenoBaHre He MMeJIO CITOHCOPCKOM TommepXku. KoHGMIMKT MHTEpecoB OTCYTCTBYET. ABTOPBI HECYT ITOJIHYIO OTBETCTBEH-
HOCTb 32 TPEeIOCTaBlIeHe OKOHYATETbHOM BEpCUM PYKOTIMCH B TieuaTh. Bce aBTOPHI MPUHUMAN ydacThe B pa3paOboTKe KOHIIETIIINYT
CTaThU M HaMMcaHUM pykomucu. OKoHYaTeIbHast BEpCUsl PyKOTKCH OblIa 0100peHa BCEMU aBTOPaMHU.

The investigation has been conducted within scientific topic NeAAAA-A19-119021190145-2 «Multimodal approaches to the choice
of innovative therapy for systemic connective tissue diseases».

The investigation has not been sponsored. There are no conflicts of interest. The authors are solely responsible for submitting the
final version of the manuscript for publication. All the authors have participated in developing the concept of the article and in writing
the manuscript. The final version of the manuscript has been approved by all the authors.

Cokon E.B. https://orcid.org/0000-0002-2191-9361
ToprammHa A.B. https://orcid.org/0000-0001-8099-2107
Yampiues B.J1. https://orcid.org/0000-0003-4188-3578
Xgan F0.U. https://orcid.org/0000-0003-2314-1466
Tonmosuna O.A. https://orcid.org/0000-0001-7247-545X

40 Coepemennas peemamonoeus. 2021;15(6):33—40



