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Pestome

LleAb: NpeAaroXuTb aAropuTm AnarHocTnkn IgG4-cesasanHoro 3aboaesanms (IgG4-C3).

Marepunaabl 1 metoabl. OAHOLIEHTPOBOE PETPOCNEKTUBHOE MCCAEAOBaHME, B KOTOpoe BKAloYeHo 52 nauuenTta ¢ IgG4-C3. AnarHos
BEPMUpPULIMPOBAH TMCTOAOTMHECKM M UMMYHOTUCTOXMMMYECKM. M3 52 nauneHToB 48 A€UMAUCH MEAMKAMEHTO3HO. AeYeHre MPOBOAMAOCh M0
OAHOM M3 cxeM (Ha (POHe HU3KMX AO3 MEPOPAAbHbIX TFAIOKOKOPTUKOMAOB): MOHOTepanus puTykcumabom (PTM); moHoTepanus
unkaoocammaom (LID); kombuHmposarHas Tepanmus PTM u LIO.

PesyAbTatbl. CpeAHMit BO3PACT NaLMeHTOB COCTaBUA 47,4£15,9 roaa, cpeaHnit Bo3pacT aebioTa 3ab6oreBaHus 43,9+16,0 reT. MeanaHa
BpemeHu C MOMeHTa AebloTa A0 MOCTaHOBKM AMarHosa — 24 mec. Hamnboaee vacto NOPaXKaAUCb CAE3HbIE (63,5%), cAtoHHbIE (46,2%) XKeAe3bl,
Aerkue (48%), Aumdpatuueckue y3abl (34,6%) 1 3abpiolinHHoe nNpocTpaHcTBo (17,3%). B KAMHMUYeCKo# KapTuHe npeobAasaAmn karobbl Ha
yBEAMYEHUE OPraHOB, a He Ha CHUXKeHMe UX (hyHKLMKM. Haanume GOAEBOro CMHAPOMa XapaKTepPHO AASl MALIMEHTOB C PETPONEPUTOHEAAbHBIM
pnbposom. Y 56,8% naumentos ¢ IgG4-CBA3aHHBIM CUAAO- M/MAM AAKPMOAAEHUTOM MMeAACh accoumaumst ¢ nopaxeHmem AOP-opraHos.
Y 4 (7,7%) naunentos 1gG4-C3 couetaroch C OHKOAOrMYeCKUM 3aboAeBaHMeM, B TOM uncae ¢ MALT-AMMOMON CAE3HBIX KeAes.
HeobpaTumble nopaxeHus opraHoB kak ncxoa 1§G4-C3 6bian y 15,4% naumenToB. OCHOBHBIMKU AAOOPATOPHBIMU OTKAOHEHMSIMM
y naunenTtos c 1gG4-C3 6GbIAM MOBbILIEHWUE CKOPOCTH OCeAaHUs SPUTPOLINTOB (38,5 %), 303MHOPHAMS B KPOBU (9,6%), MMMYHOAOTMYECKME
HapyweHus (noseiteHne yposHs obutero IgG n 1gG4 cblBOpoTKM, NoBbIleHMe IgE, BbiiBAGHME aHTUHYKAGAPHbIX aHTUTEA, PEBMATOMAHOTO
(pakTOpa M CHUXEHME YPOBHSI KOMNOHEHTOB KOMMNAemeHTa). YposeHb 1gG4 >1,35 r/a nosbiweH y 88% nauMEHTOB U MOAOKWUTEABHO
KOPPEAMPOBAA C YMCAOM MOPAXKEHHbIX OpraHoB (koacpuumneHT koppeasaumnmn Cnnpmera 0,39, kputepuin CTbioaeHTa, p=0,0056). Haanune
MOHOKAOHAABHOM CeKpeLMn B CbiIBOPOTKE KPOBM M HaAMuMe B-KAETOUHOM KAOHAABHOCTM B TKaHW BbisiBAEHO Yy 4 (23,5 %) u3
17 MCCAEAOBAHHbIX, OAHAKO OHM HE BCErAa COYETaAaCh y OAHOTO MaUMeHTa.

3akAloueHue. Ha ocHOBaHMM aHaAM3a KAMHWMKO-AaGopaTopHbiX NposiBAeHuit 1gG4-C3 npearoXeH aArOopuTM AMArHOCTMKM AQHHOTO
3a60AeBaHs, KOTOPbIM YAYUILUT BbISBAEHME M KaUeCTBO 0OCAEAOBAHMS MaLIMEHTOB C noao3permem Ha 1gG4-C3.

Katoqesbie crosa: IgG4-ceasaHHoe 3aboreBaHme, IgG4-caazaHHbIN craroasenmT, IgG4-CBa3aHHbIN AaKPHOAACHMNT, PETPONEPUTOHEAAbHbIN
p1bpPO3, AMarHOCTUYECKMIT AATOPUTM, MOHOKAOHaAbHas cekpeLns, MALT-Aumepoma.

Anst untuposanus: Cokon E.B., Bacuabes B.M., Maabwmna C.I. m Ap. KAuHuko-AabopaTopHas xapaktepuctika IgG4-caszaHHoro 3aboreBanHms
M aATOPUTM ero AnarHocTuku. Tepanestudeckuii apxus. 2019; 91 (5): 40—-48. DOI: 10.26442/00403660.2019.05.000236
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Aim: to propose diagnostic algorithm of IgG4-related disease (IgG4-RD).

Materials and methods. One center retrospective research. 52 pts with 1IgG4-RD were included. The diagnosis was proved histologically
and immunohistochemically. 48 out of 52 pts received treatment. Treatment included one of the following schemes (along with low oral
glucocorticoids): rituximab monotherapy, cyclophosphamide monotherapy or their combination.

Results. The mean age was 47.4+5.9 years, the mean age of the disease onset was 43.9+16.0 years. Median time before the diagnosis was
24 months. The most often sites of 1gG4-RD were lacrimal (63.5%), salivary (46.2%) glands, lungs (48%), lymph nodes (34.6%) and
retroperitoneum (17.3%). In clinical picture the leading complain was organ enlargement, but not its dysfunction. Pain was characteristic
for retroperitoneum localization. In 56.8% of pts with IgG4-related syalo- and/or dacryoadenitis there was association with ear-nose-throat
organs affection. In 4 pts (7.7%) 1gG4-RD was combined with some malignant disease, including MALT-lymphoma of lacrimal glands.
Irreversible organ damage as an 1gG4-RD outcome had 15.4% of pts. The main laboratory markers of IgG4-RD were ESR elevation (38.5%),
blood eosinophilia (9.6%), immunological disturbances (serum total 1gG and 1gG4 elevation, IgE elevation, antinuclear antibodies,
rheumatoid factor detection, hypocomplementemia). Serum 1gG4 level >1.35 g/l was elevated in 88% of pts and correlated with the number
of affected organs (Spearman correlation coefficient 0.39, Student’s test, p=0.0056). Monoclonal serum secretion and B-cell clonality in the
tissue was detected in 4 (23.5%) out of 17 pts, but not all of them had both signs.

Conclusion. Based on the analysis of clinical and laboratory characteristics of IgG4-RD a diagnostic algorithm was proposed that enhances
the detection and examination of the patients with suspected 1gG4-RD.
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AMWII — ayTOMMMYHHBIil MAHKpEaTUuT

I'K — rntoKOoKOpTHKOM/IbI

NI'X — IMMYyHOTMCTOXUMUYECKOE UCCIIEI0BAHNE

MPT — MarHuTHO-pe30HaHCHast ToMorpacust

MCKT — myabTucnupanbHasi KOMIbIOTEpHast ToMorpadust
OY X — 0KOJIOyILIHBIE >KeJe3bl

IT2K — nojpkenynouHast xxenesa

IMTY2K — nmouesntocTHAs CITFOHHAS 3KeJie3a

TP — nonumMepasHast LenHast peakiys

PII® — perponepuroHeanbHblil (pubpo3

PTM - putykcumad

P® — pesmarousnblii hakTop

COD — cKOpOCTb OCEIaHNS SPUTPOLIMTOB
CPB — C-peakTHBHbIil GeJI0K

¥Y3U — yabTpa3ByKOBOE UCCIIEIOBAHNE
H® — yuknodochamup

ANA — aHTHHYKJI€ApHbIE aHTUTENa

Ig — uMMyHOrIOGY TMHBI

1gG4-C3 — IgG4-csazanHoe 3a001eBaHNe

[gG4-cBsizannoe 3a6oneBanue (IgG4-C3) — cucremHoe
MMMYHOOIIOCPE/IOBAHHOE 3a00JIEBaHNE, TPOSIBIIAIOIIEECS] MO-
SIBIIEHUEM OIyXOJIeNMO0OHbBIX (POPOBOCTIATIMTEBHBIX 04aroB
B Pa3fMUHBIX OpraHax M TKaHsX, nosbimennem [gG4 B chiBo-
poTKe y GOJIbIIMHCTBA OOJIbHBIX M BBIPa’KEHHON MH(UIBT-
paumeit mopaxkeHHbIX TKaHe#n [gG4* mma3MaTH4yecKuMu
knetkamu [1, 2]. [TopaxkeHnsi opraHoB MOTYT BO3HMKATh CHH-
XPOHHO MJIM METAXPOHHO, UMEETCSI CKIIOHHOCTb K MOJIMOPraH-
HoMy nopaxeHuto [2]. HMcTtuHHasg yacToTa JJAaHHOTrO
3a00J1eBaHNs HE U3BECTHA, OJIHAKO 110 CYTH OHO SBJISIETCS Op-
¢paHHBIM. B HacTOSIIMIT MOMEHT B MHUpE ONMCAHO HECKOJIBbKO
THICSIY MALMEHTOB C JIAHHON MaTOJIOrMei, MOJOBUHA U3 KOTO-
PbIX — MALMEHTHI C Ay TOUMMYHHbIM naHKpeaTtuToM (AUII) 1-ro
Trna [3]. Hanbonbimee uncio manueHToB (6onee 70%) — u3 a3u-
arckux crpaH (Anonus, Kopes, TaiiBanb, Kurait), oqaako B no-
clefiHMe TOfbl MOSIBUJIOCH MHOIO ONMcaHuil U3 EBporbl
1 CeBepHOil AMEpUKH.

B Hacrosiimit MoMeHT onucanbl IgG4-cBsizaHHbIe Mopaxe-
HUs 6oJiee yeM 37 OpraHoB M CUCTEM, YTO OIPEJIeIsieT pa3Ho00-
pasue KJIMHUYECKOH KAapTUHbI U CIOXHOCTH B JIMarHOCTHKE
AaHHOTO 3a60seBaHus [2]. OHaKO AMArHOCTUYECKUE TPYTHOCTH
CBSI3aHbI HE TOJIBKO C MOJIMMOP(HOCTBIO KIIMHUYECKUX MPOsIBIIe-
HWIA, HO 1 ¢ HecnepMYHOCTHIO NoBbIteHust IgG4 B cbIBOpOTKE
1 TKaHSIX, KOTOPOE MOXKET BCTPEUaThCsl MPU HEKOTOPBIX IPYTUX
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BOCHAJIMTEJIbHBIX , Yy TOUMMYHHbIX , TH(EKIMOHHBIX U OHKOJIO-
rMYEeCKHX 3a00seBaHusIX [4, 5]. YunuThiBas onmyXxousenogoOHbIi
xapakTep nopaxenuii, naupenram ¢ IgG4-C3 Hepenko cTaButTcst
OLIMOOYHbIN IMArHO3 3JI0KAYECTBEHHOM OMYXOJIM U MPOBOJISITCS
TSKEJIbIE, YaCcTO Kajeyvaliye, XMpypruueckie BMelaTebCTBa,
B TO Bpemsi kak [gG4-C3 xopoio nopjiaercst Tepanum MMMYHO-
cynpeccaHTamu, XoTsi cxeMbl Jedenust 1gG4-C3 B HacTosILLMI
MOMEHT HEeJIOCTaTOYHO pa3paboTaHsl [6].

B cBs3u ¢ mmpokum cnektpom nopakenui npu 1gG4-C3
C HUM MOXET CTOJIKHYTBCS B CBOEH MPAKTUKE Bpay (DAKTUYECKU
00011 CENMANBbHOCTH. Y UNThIBast CHCTEMHBIN XapakTep 3a00-
JIeBaHMs, HAIMYMEe UMMYHHBIX HAPYLICHUI y TIALMEHTOB, B HA-
CTOSILLIMIA MOMEHT He JJO KOHIIa U3BECTHBIX, 1 HEOOXOIMMOCTh
Ha3HAYEHUS] UMMYHOCYIIPECCAHTOB, y4acTHe PEeBMaTOJIOra B Ky-
pauuM 3TUX NALMEHTOB aGCOIIOTHO HEOOXOAUMO.

Ienb padoThI: NpeIoXKUTh ANropuT™ iMarHocTrky [gG4-C3.

Marepnaabl u MeToAbI

ITpoBesieHO OJHOLEHTPOBOE PETPOCHEKTUBHOE UCCIIE0BA-
HUe, B KOTOpoe BKitoyeHo 52 nauuenTa ¢ 1gG4-C3, noctynus-
muX Ha amMOyJaTOpHOe W/WIIU CTalMOHApHOE 00cIefioBaHue
u neuyenne B HUMP um. B.A. HaconoBoii B epuoy ¢ sitHBapst
2011 no pexa6pb 2015 r. BoAbIMHCTBO MAMEeHTOB HANPABJIEHbI
B HUUWP nm. B.A. HacoHOBO#1 Ha KOHCYJIbTALMIO IO TOBOJY
YBEJIMUEHUS! CIIOHHBIX W/UJK Cle3HbIX Kene3. [Iuarnos 1gG4-
C3 ycTaHaB/uBajICsl HA OCHOBAHUY YHUBEPCAIIbHBIX AUATHOCTH-
yeckux KputepueB H. Umehara u coaBT.: Hannuue yBeamaeHust
opraHa u/unm ero gucyHKuus; nopbiienne 1gG4 cbIBOpoTKH
>135 Mr/pn; Hanmuuue B TKaHU JUM(QOILUIa3MOLUUTAPHON UH-
unbrpanun ¢ cootHowenueM IgG4+/IgG nnasmouuros> 40%
[7]. [TomuMo 3TOTO, COTIIACHO KOHCEHCYCY MO MOpdooruye-
ckoit quarnoctuke 1gG4-C3 Bo Becex ciyyasix Tpe6oBajoch Ha-
JyuMe  XOTsl Obl JBYX THUCTOJIOTMYECKMX KpPUTEpHEB,
xapakTepHbIX 1711 IgG4-C3 (pudpos, mumonnasmMouuTapHblil
uHUILTpaT, haedut, so3uHodunusa B Tkaun) [1]. Kpurepun
BKJIFOUEHUSI B UCCJIEIOBAHKE: HAJTMUKME GUONICUITHOrO MaTepurasa
AJ1s1 IPOBE/ICHUS] TUCTOIOTMUECKOr0 U UMMYHOTUCTOXUMUYE-
ckoro (MI'X) uccnegoBanust; COOTBETCTBUE JUATHO3Y JOCTOBED-
HOTO, pepnoaraemMoro (probable) wmm BepositHoro (possible)
1gG4-C3 no xpurepussm H. Umehara 2011 r.; Hanmmune He MeHee
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E.B. CokoA u coaBT.

1gG4-C3 opbutsl (n=14) 35,7 |
Cuanoanenur (n=6) 333 |
IMakpuoaaenut/cuanoaneHut (n=17) 35,3 |
PII® (n=9) |
80 100 %
B Kenumner O Mysxunusr

Puc. 1. Aemorpadpmueckme nokasarean B MOATpynmnax nauMeHToB Mo Aokaanzaumsam 1gG4-C3.

1gG4-C3 opbuts (n=14)

CuanoajieHuT (n=06)

JlakpuoaaeHut/cuanoaneHut (n=17)

PI® (n=9)

] TocToBephbiii ("definite”) quarHos

[ TIpepnonaraemsrit (’probable”) quar€os

40 60 80 100 %

[ Beposithbiii ("possible”) nuarHos

Puc. 2. Crpykrypa anario3os IgG4-C3 (B %) B NOArpynnax naumMeHTOB Mo OCHOBHbIM AOKQAM3aLMSIM COTAACHO YHUBEPCAAb-

HbIM AMarHocTHyeckum kputepusm H. Umehara (2011).

ABYX ructonorunueckux kpurepues IgG4-C3; uckiouenue apy-
I'MX 3a00JIeBaHMii, KOTOPbIE MOTYT MPOTEKATh C MOBBILICHEM
IgG4 B ChIBOpPOTKE M TKaHW; HAJMUME CTAHAAPTHOTO NMUCHMEH-
HOTrO coryacusi Ha ooclefjoBaHue u Jieuyenue [2, 5, 8].

Y 16 (30,7%) u3 52 naumeHToB OMONCHITHBIN MaTepyal Mno-
JIyueH B pe3ynbTare opouroromuu, y 18 (34,6%) u3 52 — B pe-
3yJbTaTe WHIU3UOHHOW OWOINCHM CITIOHHOW W/WIIM CIIE3HOM
>KeJie3bl ¢ MPUMEHEHNEM MAJIOMHBA3MBHBIX XUPYPIrUUECKUX TeX-
HUK, Y 2 (3,8%) u3 52 — B pe3ynbTare 9KCLU3UOHHON Guoncuu
nojruentocTHOl cionHo# Xkenesb! (ITY2K), y 12 (21,2%) u3 52 —
B pe3yJbTaTe JTanapoTOMUN/JanapocKonuu (6uorcust 3a0proIH-
HOH KJIeTYaTKH ¥ TIOJKeNy1ouHoi kene3bl — [12K), MeguacTHO-
CKONMUU/MEMACTUHOTOMUU ~WIM  TOopakoToMuu. Buoncuto
umoy3nos nposopuiu 4 (7,7%) u3 52 nauueHToB, OMONCUI0
niceBoTymopa Hoca — 1 (1,9 %) naunentke u3 52. Bce xupypru-
YecKre BMelaTelbCTBa, 32 UICKITIOUeHNEM MHLIM3UOHHBIX OMONCHI
CJIIOHHBIX U CJIE3HOI >Kee3, MPOBOAUINCEH B CIIEUAIN3POBaH-
HBIX XUPYPrUYECKUX CTAlIOHApaX.

HccnepoBanue MpoBOIMIIOCH B YCIOBUSIX PeaslbHON KIIMHU-
yeckoil MmpakTUKU. OObeM HeoOXOAUMbBIX J1a00paTOPHbIX
U PEHTI€HOJIOTMYECKUX MCCIIeJ0BAHNUI, IOTOIHUTEbHBIX KOH-
CyJIbTaL|il Bpayei-CreMaICTOB ONPENIEISIICS MHANBULY ATTbHO
B KaXJIOM CJIy4ae 10 yCMOTPEHHIO Jieyallero Bpaya. Merospl
BU3YaJIM3aLU BLIOUPATNCH B 3aBUCUMOCTH OT JIOKAJIU3ALMH MO~
paxenust IgG4-C3 [MynbTUCIUpalibHASL KOMIILIOTEPHASI TOMO-
rpacdust (MCKT), MmarHuTHO-pe3oHaHcHast ToMmorpacus (MPT),
yabTpa3ByKoBoe uccienoBanue (Y 3U) opour].

Knunuko-na6opatopHble nccienoBaHust BKIIOYATN OOLIEK-
JMHUYECKUI aHAJMU3 KPOBM, OMOXUMUYECKOE HCCIIE[0BAHUE
KpOBH, 371eKTpoope3 GesIKOB ChIBOPOTKM KPOBH M OOLLMI aHA-
3. IMMyHoornueckasi ;MarHocTHKa BKIFOYAIa ONpeyiesieHne
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AQHTUHYKJIEApHOTO (haKTOpa METOJIOM HENPSIMOI peakLy UMMY-
HO(IIIOOPECUEHIMH C UCTIOJIb30BAHMEM B KauyecTBe cyOcTpaTa
Hep-2 knetok yenoseka («ImmcoDiagnostics», CILIA); anTuTen
k SS-A/Ro, SS-B/La, ANCA screen MeTooM UMMYHO(EPMEHT-
HOrO aHalln3a; peBMaToujHblil paktop (PP), uMMyHOrnoGynuH
(Ig) M, C-peakrtusnsliii 6enok (CPB), C3 u C4, 1gG, 1gG4, IgA,
IgE nmMmyHOHedenomeTprueckuM METOIOM Ha aHalIn3aTope
BNProSpec («Siemens», ['epmanusi). IMMyHOXUMHUECKUE HC-
cliefJoBaHusl OEJIKOB ChIBOPOTKM U MOUM (3nekTpodopes 6er-
KOB B rejie araposbl C IECHCUTOMETpUEH 3J1eKTpodoperpamm,
MMMYHO(UKCalMe MOHOCTIEIM(DUYECKUMIA AaHTUCHIBOPOTKAMU
K TSDKENbIM M JIETKUM LeNsIM) MPOBOAMJIUCH HEKOTOPBIM Mauy-
€HTaM JIJ151 BBISIBIICHUSI MOHOKJIOHAIILHOM cekpeluu. [TaupeHThbl
MPOXOJMIIN MOJTHOE CTOMATOJIOrNYecKoe odceioBanue (cua-
JoMeTpus, cuanorpagusi, 6MONCHs MaJlOi CIIIOHHOM Kelle3bl
HUXKHEN ryobl), opTanbMOJIOrnueckoe oocieaoBanue (mpose-
neHue ctumyiarpoBaHHoro Tecta Ilupmepa, npo6a HopHa,
OKpAIIMBAaHUS 3MUTENNs POrOBULbI (DIFOOPECUENHOM U OEH-
rajbCKUM PO30BbIM).

I'ucronornyeckoe u MI'X mccnemoBanne 6MONTaTOB TKAHU
MOpaskeHHBIX OPraHoB ¢ 00s13aTeNbHOI oKpackoil Ha IgG, 1gG4,
CD138, K u A sierkue nenu (MIMMYHOIIEPOKCHIA3HBIM METOJIOM)
MIPOBOAMIIM Ha Ga3e OT/iela NMaToJ0OrnYeCcKOl aHATOMUM OITyXO-
nent yenoseka PI'BY «POHL um. H.H. Bnoxuna» Munsppasa
Poccun n/umm Ha 6a3e maToJ0OroaHaTOMUYECKOTrO OT/ACIICHUS
OI'BY «I'HL» Munznpasa Poccun.

Onpepenenne B-KneTo4yHO! KIOHAIBHOCTH 1O CBEXKe3aMo-
POKEHHO TKaHU 1/WM napapuHOBBIM OJI0KaM OTIPENIesIi Me-
ToloM  monuMepasHoil  uenHoil  peakuum  (ITHP)  no
peapankupoBkam reHoB IgVH 1 B oTesbHBIX Cityyasix 1o pea-
paHXupOBKaM JIETKHUX Heneir umMmyHoriooymmHa (VK-JK) Ha
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Xapaktepuctuka m anarHoctmka IgG4-csizaHHOro 3aboaeBaHms

6aze nabopaTopun MoJiekyJisipHoi rematosiornt PI'BY «I'HL»
Munznpasa Poccun.

B HUWP um. B.A. HaconoBoii 48 13 52 mauueHToB Jieun-
JICh MEJIVKAMEHTO3HO, YeTBEPO OT T€PANNU OTKa3amich. Jleve-
HUE TNPOBOAMJIOCH IO OJHOW W3 CXEeM: MOHOTepanus
putykcumabom (PTM); monoTepamusi 1mkiIogocdaMuioM
(1®); xombunuposannas Tepanuss PTM u H®. IIpu moboii
CXeMe JIeUeH!s] B OOJILIIMHCTBE CIy4YaeB MalMeHTh] TOTyvyaun
OJIHOBPEMEHHO HU3KHE J103bl MEPOPATTHHBIX INTFOKOKOPTUKOMIOB
(T'K; 2,5-5 Mr B CyTKH B IPETHA30JI0HOBOM SKBHBAJICHTE).

Onpedenerue. AKTUBHBIM 3200JIeBaHMEM B HAILIEM HCCIIE/IO-
BAHUM CUMTAIIOCH HAJIMUME XOTS! Obl OJHOTO YBEJIMUYEHHOIO Op-
raHa-MUILIEHH 110 JJAHHBIM PEHTT€HOJIOTMYECKOr0 MCCIIe/IOBAHNMS
W/WITM CUMIITOMOB, CBSI3aHHBIX C TIOPaYKEHUEM OpraHa-MUIIEHN
IgG4-C3. CucteMHbIM MbI CUMTAIIN TIOPaXKeHUE JIBYX U Ooliee
OpraHoB.

Craructiyeckast 06paboTKa JAaHHBIX TPOBEfIEHA C OMOILBIO
nporpamm MS Exel 2013 u R 3.2.2. [IByxBbI00pOUHBIE CpaBHE-
HUSI KOJIMYECTBEHHBIX NMEPEMEHHbIX MPOBOAUINCH C MOMOILBIO
HenapameTpuuyeckoro kpurepust Manna—Y uthu. Ilpu cpaBHe-
HUM YacCTOT NPHUMEHSUICS TO4YHbIA Kputepuii Pumepa. s
OLIEHKM B3aMMOCBSI31 KOJIMYECTBEHHBIX NEPEMEHHbBIX UCMOJb30-
BaJsics KoappumeHT koppensiuun CnimpMeHa, a /71t OUeHKH ero
3HAYUMOCTHU — KpuTepuii CThIOfIeHTA.

Pe3yAbTarsl

YuutbiBasi cneyuKy peBMaTOJOrMYECKOro CTaloHapa,
GOJIBIIMHCTBO TAMEHTOB B Halllell KOropTe COCTABWIIN Mallu-
€HTBI C IOPaKEHNEM CITIOHHBIX W/WIN CIe3HbIX 3KeJe3 1 3a0pro-
ILIMHHBIM (PUOPO30M, TOITOMY /IJIsl yI0OCTBA XaPaKTEPUCTUKU
U CPaBHEHUS TALMEHTOB HAMU BbIJIeNICHbI 4 TOArPYMNbI: Naly-
€HTBI C MOPaKEHNEM OPraHOB OPOUT, U30JIMPOBAHHBIM CHAJIO-
aJIeHUTOM, covyeTaHueM CUaJIoaIeHNTa/IaKpUOaJICHUTA
1 peTponepuToHeanbHbIM pudposom (PIIP). M3 52 BkimoueH-
HBIX B UCCJIE[IOBaHNE MAUMEHTOB 57,7% COCTABIISIIN SKEHIMHbI
(cooTHoenne My>kunH 1 xeHiuH 22:30, uu 0,73:1), ToabKO
B moprpymnme napenTos ¢ PII® npeobragany nua Mys>KcKoro
nosa (puc. 1).

Bcem naupentam puarHos 1gG4-C3 BrnepBble yCTaHOBIIECH
B HVMP nm. B.A. Haconosoit. Cpefjauit BO3pacT Ha MOMEHT T0-
CTaHOBKM inarHo3a coctaBua 47,4+159 (ot 19 go 78) ropa,
cpeiHui1 Bo3pacT fieoroTa 3adoneBanust coctaBui 43,9+16,0 (ot
18 no 77) ner, cTaTUCTUYECKU 3HAUMMOTO pa3jinyusl B BO3pacTe
ne6roTa y XKEHIIMH U MY>XKYUH He oTMevanoch (41,7+16,5 ner
y >KeHwmH npotuB 46,8+15,1 ropa y myxunH, p=0,247). Me-
JMaHa BpEMEHU C MOMeHTa Jie0roTa 3a06051eBaHusl 10 TOCTAaHOBKU
nmarnosa IgG4-C3 cocrasuia 24 (6-60) mec.

Ycemanosaennvle ouaznoswt. duarnos mocrosepHoro (defi-
nite) [gG4-C3 ycranosnen 33 (63,5%) u3 52 nauueHToB, npef-
nonaraemoro (probable) IgG4-C3 —9 (17,3%) u3 52 nayyeHToB,
BeposiTHOro (possible) IgG4-C3 — 10 (19,2%) u3 52 nauueHToB.
CTpyKTypa IMarHo30B B OCHOBHBIX MOArPYMIax MalUUEeHTOB 10
nokanuzauuu [gG4 npejicTaBiieHa Ha puc. 2.

Kaunuueckas xapakmepucmuxa 60abHbix. Y GOJBUIMHCTBA
NaleHTOB ObIIO MopaxkeHue AByX u 6oisiee opratos [39 (75 %)
13 52 nauueHToB], TpU U 60J1ee OpraHoB nopaxeHo y 23 (44%)
nanyenToB. Hanbonee yacto nopaxkamich criesnbie [33 (63,5%)
n3 52 mauueHToB| U cimoHHbIE [24 (46,2%) U3 52 mauueHToB]
Kedesbl, Jerkue [25 (48%) n3 52 nauueHTos], mumdarudyeckue
y3abl [18 (34,6%) u3 52 nauueHToB] U 3a0pIOLIMHHOE [IPO-
ctpancTBo [9 (17,3 %) 3 52 nanmenToB]. Bee nokamm3amum no-
paxenuit npu I1gG4-C3 B Hameidl rpynne MNanqUeHTOB
npepacrasieHbl Ha puc. 3. [Ipu PII® Tosbko y 2 u3 9 nagueHToB
Haomopamuck ouaru 1gG4-C3 3a npepienamu 3a0prOIUMHHOM
kaetdatku. [To manubiv Y 3U opbut n3 33 manueHToB 1akpuo-
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Puc. 3. Yactota pasamuHbix Aokaansaumi 1gG4-C3 y naum-
€HTOB MCCAEAYeMO¥ rpynnbl (n=52).

aJIeHUuT BblABIEH y 32 (97%), MMO3UT SKCTPAOKYJSPHBIX
mbiy, — y 31 (94%), nopaxenue peTpoOybOApHON KeT-
yatku —y 5 (15,1%) nanueHToB.

BoJbIIMHCTBO NAlMEHTOB B HALLEM MCCJIEJOBAHUU UMENN
MmaHupectHoe Teuenue 1gG4-C3 u Tonbko y 3 (5,8%) nauueH-
TOB OHO OOHAPY>KEHO CIIy4aiiHO TPU MJIAHOBOM OOCJIEIOBAHUI
(2 maumenTa ¢ PII® n 1 mammentka ¢ AUII 1-ro Tuna). Menuana
BpPEMEHHU JI0 OCTAaHOBKM uarHo3a IgG4-ces3anHoro Bocnane-
HMsE opouThI coctaBuia 36 [15,5; 75] mec. duarno3 PIIP ycra-
HaBIMBaJCs B cpefHeM yepes 4,5 (ot 3 1o 12) mec oT MOMeHTa
BO3HUKHOBEHUS MEPBbIX Xano6. Y 6 (66,6%) n3 9 manueHToB
Ha MOMeHT auarHoctuku PI1® nvenuce npusnaku rusipoHedpo-
TUYECKOI1 TpaHC(OpMaLyU MOYEK.

Haub6onee yacTo 3a6oseBanue 1eGIOTUPOBAIIO C MPUIYXJIO-
ctu BeK [19 (36,5%) u3 52 manyeHToB], yBeTMUSHNsT CIIFOHHBIX
xenes [14 (26,9%) w3 52 nauyeHToB], yBenuueHus JTuMaTu-
yeckux y3noB [8 (15,4%) u3 52 nauueHToB], Ha3albHbIX Xall00
[16 (30,8%) n3 52 nayuenToB]. Hammune ynopHoro 6oJjieBoro
CUHJIpOMa, yaille 60JIb BHU3Y CIMHBI U XKMBOTE, ObLIIO OCHOBHBIM
nposiBneHrem PI1® u Bcerna siBisiiock NOBOOM /7151 OOpallieHust
K Bpauy. O6painaer Ha ceOsi BHUMaHKE, UTO XKaJloObl MAlIEHTOB
C MOpakeHNeM OpOUT CBSI3aHbI B OCHOBHOM C yBEJIMYEHUEM Op-
raHOB OPOUTHI (MIPUIMYXJIOCTh BEK, 9K30(pTAIbM), @ HE CO CHU-
KeHneM  (PyHKOUM  3TUX  OpraHoB  (T.e.  CHMXKEHME
CJIe30MPOAYKLMH) WM OOJIbIO M OrPAHUUEHUEM TTOJBUKHOCTHU
riasHbIX s6510Kk. CHUXKEHUE CIe30NpoayKLMH, MO IaHHBIM CTHU-
MyaupoBaHHoro tecta lllupmepa, BoisiBneHo y 20 u3 29 obcrne-
JOBaHHBIX MauueHToB (B 31 ryasy, T.e. HE Yy BCeX CHUXKEHME
CI1e30MPOYKLMU ObUIO ABYCTOPOHHUM), puueM B 6 u3 31 ciy-
Yasi 3TO HaGIIIOAANIOCH NOCIIE YAAJeHHs BCEH UM YacTH CIIe3HON
kene3bl. Tonbko 2 13 9 manmenToB ¢ kanobamMu Ha OIIyIIeHNe
CYXOCTH U «TIeCKa» B IJ1a3aX UMEJIM OObEKTUBHOE TTOATBEPK]Ie-
HMe CHIKeHus1 crezonpopykuun. [TonoxkurensHas npoda Hopra
<10 c oTrmMeueHa y 5 mauueHToB (Ha 8§ rias3ax), Mpyu 3TOM IMpHU-
3HAKOB 3MUTEJIMONATAN POTOBUILIbI HE ObLIO HU Y OJJHOTO U3 HUX.

B namem viccneoBaHum CIIOHHBIE JKene3bl yBeNnUeHbl y 24
(46,2%) w3 52 nauueHTtos, npu 3toMm y 17 (70,8%) u3 HUX nume-
JIOCh PEHTTEHOJIOTMUECKH MOJITBEPKIAEHHOE MOpaXKeHe OpOUThI
(mo manabM Y 3U op6ut w/umu MPT). [IpakTuuecku y Bcex
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E.B. CokoA u coaBT.
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Puc. 4. OcHoBHble AaGOpaTOpHbIe OTKAOHEHMs! Y NaLMeHTOB
c 1gG4-C3.

nauueHToB Obutn yBemuuensl [TH2K [22 (91,7%) u3 24 nauueH-
TOB], yBesnmueHue okosoyiHbix xene3 (OY2K) BoisiBneHo y 16
(66,7%) u3 24 nauneHTOB, BUIUMOE YBEJIMUYECHHUE MO bSI3bIYHbIX
U MaJTbIX CITIOHHBIX Kedne3 y 1 (4,2%) 3 24 manpenTtoB. Camoii
4yacTOM aja000i1 MaMEHTOB C MOpPaXKEHNEM CIIIOHHBIX XKee3
6b110 ux yBenmuenue [21 (87,5%) uz 24 nauueHToB], B abco-
JIFOTHOM OOJIBIIMHCTBE CJIy4yaeB He COMPOBOXK/ABIIEECs 3HAUM-
MO CyXOCThIO pTa. 2Kanmoobl Ha CyXOCTh pPTa MPUCYTCTBOBAIN
y 1/4 nauyeHToB ¢ cuanoajieHnToM (6 13 24 naiyeHToB), y BcexX
n3 HuX 6bun nopaskeHs! [TH2K. TTo nanHbIM cnanomeTpun y 27
MAIMEHTOB CPElHUI 00bEeM CIIIOHBI cocTaBua 3,2+2,1 mu 3a
5 MUH, CHIU3KEHME calBaly MeHee 2,5 MJI 3a 5 MUH 1IOCJIe CTHU-
MYJISIIMM  PACTBOPOM JIMMOHHOW KHCJIOTHI MojyyeHo y 11
(40,7%) w3 27 naupenToB. Cpejy MaLMEeHTOB C XKaJlo0aMu Ha Cy-
XOCTb PTa CHIXKEHME CaIMBALMK TP 0O'bEKTUBHOM 00CIeI0Ba-
HUM BBISIBJICHO JIMIIL y 2 U3 6 ManyeHToB (B OJJHOM Cllydae
CHAJIOMETPUS HE POBOJIUIIACH).

Camoii yacToit xkano6oit y nayueHtos ¢ PII® 6bi1a 60sb
B crimHe/x)uBoTe [6 (66,7%) n3 9 nauueHToB], MHOTAA C Uppa-
Auanyel B HU>KHIE KOHEYHOCTH ¥ MOILOHKY, ¥ 2 (28,5%) maiy-
€HTOB M3 7 HaOIIOfaToCh TUAIPOLIETIe, Y OIHOTO MaldeHTa —
ACHMMETPUYHBIN OTEK HMXKHUX KOHEUHOCTE! U 3arophl.

Bo Bceii rpynmne B 11eJI0M JJOCTATOYHO YaCTO BCTPEUATMCH
OOIIEKOHCTUTYIMOHANIbHBIE HapylleHus: Juxopaaka [y 10
(19,2%) w3 52 nauyeHToB], B OCHOBHOM Cy0OcheOpuibHasi, yme-
penHoe noxypanue [8 (15,4%) u3 52 nauuenros], cnadocts [9
(17,3%) w3 52 mayueHTOoB], 4acTOTa KOTOPbIX HapacTaja 1o
Mepe nporpeccun 3a6oneBanus. JIuxopaaka ObICTpO ncye3ana
Ha ¢pone ramokokopTukouHoi (I'K) tepanuu u He conpoBoOXK-
Jlaach 03HOOOM U NOTOM. Y NALMEHTOB C JIMXOPAJKOMN U MOXY-
JlaHMeM JOCTOBEPHO Yalle BbISBIISIOCH MOBBIILIEHUE YPOBHS
CPB B kpoBU N0 CPaBHEHMUIO C TTAMEHTAMH C OTCYTCTBUEM 3THX
»Kamnoo.

B uccrnenyemoit rpynmne GObHBIX YaCTO BCTPEUYAIMCh OTO-
JlapuHroJjioruyeckue xanoosl [22 (44,3%) n3 52 nauueHTos],
MpUYeM BCe U3 HUX, KPOME OfTHOTO Ciydasi, ObUTH Y MAlieHTOB
¢ IgG4-cBs3aHHbIM NOpasKeHUEM OpPOUT W/WIK CUATIOAJICHUTOM
u Berpevanuch y 21 (56,8%) u3 37 nauuenton ¢ IgG4-cpsi3zan-
HBIM CHAJIO- W/WIIM JAKPUOAJIGHUTOM. Y OOJIBLIMHCTBA MalyeH-
TOB [16 (72,7%) 13 22 nany@eHTOB]| Ha3aJbHbIC >KAJIOObI OBLITN
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B ge6tore IgG4-C3 1 yacTo npelecTBOBaIM €ro Pa3sBUTHIO 3a
MHOro net. Bemymeil kamoGoii 6blia 3al0KEHHOCTh HOCA
(514%), nanee numm cumkenue o6oHsHus (19%) n Hanmume npo-
3payHoro oraensieMoro u3 Hoca (16%).

Annepeuneckue 3abonesanus u nopaxcenusn JIOP-opearnos.
Coueranue ¢ anjaepruieckuMu 3a60JIeBaHMsIMUA HAOJIOIAI0Ch
y 7 (13,5%) 3 52 naupeHToB, B OCHOBHOM BbISIBIISITIACH JIEKAPCT-
BeHHas ansieprust (5 U3 7 MauyeHToB) U MO OJJHOMY CJTyYato MoJl-
JIMHO3a Y 9K3EMBbl.

[Mopaxkennst JIOP-opranos BcTpevanucs y 22 (42,3%) u3
52 nmanueHTOoB UCCIeyeMOoll TPy MIibl. 3a UCKIIOUeHneM 1 ciyyast
U30JIMPOBAHHOIO MOPaXKEHUsT HOCOrIOTKY nopaskenust JIOP-op-
raHoB coueTamuch ¢ IgG4-C3 opoUT (JakpuoaileHUTOM, MUO31-
TOM) W/WiIu cuanoafeHuToMm [Bctpeuamnch y 21 (56,8%) u3
37 nauueHToR].

BponxuanbHast actMa npucytcrBoBana y 5 (9,6 %) us 52 na-
MeHTOB. Bo Bcex cityyasix acTma coyeTanach ¢ HOpaskeHUsIMU
HOCA M/WITY TapaHa3aJibHbIX CUHYCOB M 32 HECKOJIbKO JIET TIpefl-
mectBoBana Mmanugectauuu 1gG4-C3.

3uokauecmeentbie ONYXoau U aumgonpoaugpepayus y na-
yuenmos ¢ 1gG4-C3. B namem uccnenoanuu 4 (7,7%) nany-
€HTOB MMEeJIM 3JI0Ka4eCTBEeHHbIe 00pa3oBaHus: B 1 ciayyae 3a
MHOT0 JIeT npefiecTBoBaBliee auarno3y IgG4-C3 (pak Monou-
HOM 3KeJie3bl), 2 Cryvast OJJHOBPEMEHHOT'O BbISIBJIICHUSI C [IUATHO-
3oM IgG4-C3 [acTpouuTapHasi IJMOMa TOJIOBHOIO Mo3ra
(grade III), MALT-mmmcoma cne3Hoi kenesbl], B 1 ciydae
yepes 4,5 roga nocine auarHosa (pak xemyaka) [8].

JIpyruMu 4acThIMM COYETAHHBIMU MATOJIOTUSIMM ObUIN Ca-
XapHblid AMabeT 2-ro TUna/HapyuieHre TOJIEPaHTHOCTHU K TIItO-
ko3e y 8 (15,4%) maumeHToB M ayTOMMMYHHBIA TUPEOWUINAT
Xawmmoro y 6 (11,5%) nauueHToB.

Ocaoxncrnenus IgG4-C3. Yale Bcero oco>KHeHHs: BCTpeva-
Juch y nauueHTos ¢ PII®: y 6 (66,7%) u3 9 nauueHToB HA MO-

MEHT J[IMarHOCTUKW  3a00JIeBaHWsl HMMENNCh  NPU3HAKU
TUIPOHEPOTUYECKOI TpaHCopMaLuK NoYeK, y 2 u3 6 — By-
CTOPOHHSISI.

HeoGpaTtumble nopaxeHust opraHoB kak ucxop 1gG4-C3
nmemnch y 4 (15,4 %) u3 52 naupenToB (2 ciryyast pa3pymieHust
KOCTell MO3BOHOYHUKA, 2 clyyasl aTpoun Movku, B 1 ciayyae
norpe6oBasLieil HeppakTomMun), a B 10 (19,2%) u3 52 cnyqaes
SIBIISITIACH  Pe3yJIbTaTOM  XMPYPrHMUeCKOro BMEIIATeNbCTBA
(5 ymaneHHbIX crie3HbIX Keqe3, 4 ynanennbie [TU2K, 1 ynanenue
YacTH JIErKoro). ¥ 2 u3 52 maluyeHTOB C HEMOJIHbIM OTBETOM Ha
tepanuto [gG4-C3 npucyTcTBOBA XPOHUUECKHIA 60IICBOI CUH-
1poM (60uib B 061aCTH II1a3a ¥ roJIoBHAs 60JIb Y MALIEHTOB C 10-
pakeHreM OpOUTHI).

Hannvle nabopamoproz0 06caed08anusA. 3a UCKITIOYCHUEM
OTJIeJIbHBIX MALUEHTOB BCE OTKJIOHEHHUS! B KJIMHUYECKOM 1 O1Oo-
XMMMYECKOM aHaI13e KPOBH ObIIM C1ab0 MM YMEPEHHO BbIpa-
kenbl. [loBbIneHne ckopocTn ocefganus aputpouTos (COD)
BbIsiBIIeHO Y 20 (38,5 %) u3 52 mauyeHToB, s MaeHTOB C Mo-
BoiienneM COD >20 MM/4 cpefiHUIl YPOBEHb COCTaBMJI
42+18 mm/u. HeGoubluast 303uHOUIMS HAOIIOAANach y 5
(9,6%) 3 52 maMeHTOB, MeMaHa a0COFOTHOTO KOJMYEeCTBA
203uHO(MIIOB Y HUX cocTaBuna 0,65+0,08x10%1, y 2 nauueHToB
903UHO(UINSL COYETANIACH C AJUIePrUUeCKUMU 3a00JIeBaHUsMHU,
OGPOHXMANILHON acTMOM U noBblleHreM ypoBHs IgE. OcHoBHblE
nabopatopHble OTKJIOHeHus y nanueHToB ¢ [gG4-C3 npencras-
neHbl Ha puc. 4. Hanbosnee yacTbIMM MIMMYHOJIOTHYECKUMU OT-
KJIOHeHusIMU y nauueHToB ¢ I1gG4-C3 B Hawmleil koropre
MALMEHTOB ObLIO MOBBILIEHNE B CHIBOPOTKE ypoBHs obiero [gG
u IgG4, noseinienne IgE, a Takke BbIsIBIEHNE aHTUHYKJIEAPHBIX
antutes (ANA), PO u cHI>KeHMe ypOBHSI KOMIIOHEHTOB KOM-
miemMenTa. Y posenb [gG4 6osee 1 Hopmbl (>1,35 1/i) GbIT MO-
BbllleH Y 88% nauueHToB, a 6onee 2 HOpM — y 60% nauueHToB.
Mennana 1gG4 ceiBopoTku coctaBuna 345 mr/an (3,45 [2,1;

TEPATEBTUYECKUV APXVB 5, 2019



Xapaktepuctuka m anarHoctmka IgG4-cBsizaHHOro 3aboaeBaHms
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Puc. 5. Anarnoctnueckuit aaroput™ 1gG4-C3. * Heo6xoaumo Hamumne He MeHee 2 «G0JIbIINX» rucTosornyeckux kpurepus [gG4-C3:
1) nuumdonazmMouuTapHblil MHPUIBLTPAT; 2) MyaponofoOHblii (prudpo3s; 3) obnurepupyowuii ¢neduT. [JonoaHuTeNbHbIE TPU3HAKY:

903MHOMUIINS B TKAHHU.

11.4] r/m). Yposenb IgG4 B CbIBOPOTKE MOJOXKUTENBHO KOppe-
JIMPOBAJI C YHMCIIOM TIOPASKEHHBIX OPTraHoB (KO3 (PUIMEHT KOp-
pensiimn Crimpmena 0,39, p=0,0056, kpurepuit CTbiofieHTa).
HurepecHo ormeTuTb, 4TO YpoBeHb IgG4 cbIBOPOTKHU
<135 mr/pn B Halem MCCIIe0BaHUM BCTPEYaJICs TOJLKO Y Ma-
LIMEHTOB C N30JIMPOBAHHBIM NOpasKeHneM opouT. Y posenb [gG4
B CbIBOPOTKE He Koppeauposai ¢ yposHeM IgE (p=0,7357, kpu-
Tepuil CTbofienTa Jist Koppessiny CriipMeHa).

J11s mareHToB ¢ nosbnieaneM CPB >5 mr/nm menmnana co-
crapuna 13,3 [6,5; 42,7] mr/a. Ilosbiuennslii yposenb CPB
3HAYMMO Yalle BCTpeyvalicsl Y MauueHToB ¢ auxopajakoit (70%
nportus 32%, p=0,0358, TouHblil KpuTepuii Puiepa) 1 y nauu-
eHToB ¢ nnoxynanueM (88% nporus 30% cayyaes, p=0,004, Tou-
Heli Kputepuii Pumiepa). [losbnuenne yposust CPB 6b110 He
cBs13aHO co cHmKeHneM C3-, C4-KOMIOHEHTOB KOMIIJIEMEHTA
(p=0.,4130, Tounblii KpuTepuit Puiepa).

Hanuune MOHOKJIOHAJIBHON CEKpeLyu B CHIBOPOTKE KPOBHU
BbIsIBIIEHO B 4 (23,5%) w3 17 uccnenoBaHHbIX ciaydaeB. B-kie-
TOYHAsl KIOHAJIBLHOCTB B TKaHu metofoM [1HP no peapanxu-
POBKE T'€HOB TSIKEJIbIX U TPU HEOOXOAMMOCTH JIETKUX LieTei
MMMYHOTJIOOYJIMHOB ONpefiessilach TakKe y 17 mauueHTos, y 4
(23,5%) w3 HUX BbIsIBIEHA KIIOHATBHOCTD. [Ipu3Haku B-kineTou-
HOW KJIOHAJILHOCTH y 3 NaguEeHTOB UMEJINCh KaK B TKAaHU, TaK
1 B CBIBOPOTKE KpoBU. Hu B ojiHOM cityuae naromopdosiornye-
CKOT'O MOJITBEPK/ACHUS 3JI0KAYECTBEHHbIX JMMponponudepa-
THUBHBIX 3a00JI€BaHUI1 HE MOJTYyYEHO.

Anzopumm ouazrnocmuxu IgG4-C3. BoJbUIMHCTBO MalyeH-
ToB ¢ [gG4-C3 K MOMeHTY 00pallieHnsl K peBMaTOJIOTY UMEIOT
y>Ke JIOCTATOYHO JUINTEINIbHbIA aHaMHe3 3a00JIeBaHNsl U HAIpaB-
JISIOTCS] K HEMY B CBSI3M C TpuoOpeTeHneM 3a00JieBaHNeM CH-
CTEMHOI'0 T€YCHUS NI C MOPAKEHUEM Op6]/lT V/VNA CITFOHHBIX
KeJe3 Juis npoBefieHust AudpepeHInanbHOI AUarHOCTUKY C 60-
ne3nbto lllerpena, a Take B CBSI3U C BbISIBJIEHUEM UMMYHOJIO-
TMYeCcKUX HapylleHuii. Ha ocHoBaHMM NpoBejieHHO paboThl Mbl
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pa3paboTany aaropuT™M KoMmlekcHoil fuarnoctuku 1gG4-C3
(puc.S).

BeoisiBnenne audpysHoro ysenmueHust Wi y3jaoBoro oopa-
30BaHUS B KaKOM-JIMOO OpraHe/opraHax B COYETaHWM B THMIEp-
ramMmarso0yJarHeMue, 203MHOMUIINEil, MOBbILLIEHUEM YPOBHS
IgE u o6mero IgG Bcerma mOMKHO pOXJIaTh MOO3pPEHNE Ha
1gG4-C3.

Bcewm nanuentam ¢ nopo3pennemM Ha [gG4-C3 nposoauTcst
MMMYHOJIOTUYECKMI aHAN3 KPOBU C OMNpEJieIeHNeM YPOBHS
IgG4 w ppyrux UMMYHOTJIO0YJIMHOB CBHIBOPOTKU. [losHBIN
00beM HEOOXOUMBbIX J1Ta00PAaTOPHBIX MCCIIEIOBAaHUII ONpefie-
JISIeTCSl JIeYalliM BpAuOM/KOHCYJIbTAaHTOM B KaXKJIOM KOHKpPET-
HOM CJjly4ae B 3aBUCHMOCTHM OT OCOOEHHOCTEN KIMHUYECKOMN
KapTUHbI 3200JI€BaHUSI.

Bu3syanuzaimoHHbIe METO/IbI UTPAIOT BasKHYHO POJIb B TIOCTa-
HoBKe inarHo3a 1gG4-C3. BrisiBieHue onpefeseHHbIX 0CO0eH-
HOCTEH PEHTIeHOJIOrMYEeCKON KapTHHbI (HarpuMep, TUIIMYHAs
kaptuHa nipu Y 3U CIIOHHBIX Xese3, BhISIBIEHNE «COCUCKO00-
pazHoro» ysesmuenust I12K, cumnroma «ob6oaka» npu KT/MPT
B quarHoctuke AWII 1-ro tTuna u ap.) yXe Ha 3Tarne HeMHBA3KB-
HOW IMarHOCTMKY MO3BOJISIET 3anofo3puTh auarHos 1gG4-C3,
a Takyke BbIOpaTh ONTUMAJILHOE MECTO J|jIsl IPOBEJIeHN sl OMOTICUH.

HenrpanbHas ponb B uarnoctuke 1gG4-C3 npunajinexut
naToMopoIOrMYecKOMy UCCIIEIOBAHUIO, TIO3TOMY GHOTICHS MO-
PaXXEHHOTO OpraHa siBJISIETCS] HEOThEMIIEMON YaCThIO JIMArHO-
CTUYECKOro IMpolecca M JI0JIXKHA, MO HalleMy MHEHHIo,
MPOBOJIUTHLCS 1O BO3MOXKHOCTU BO BCeX ciyyasx. [Ipu aTom,
YUUTHIBas Hecniequguyueckuil xapakrep uHpuabTpauun 1gG4*
KJIeTKaMH, 0OOHApY>KeHNE KJIACCUYECKMX TMCTOJIOTMYECKUX YepT
[gG4-C3 nmeet KiroueBOe 3HAYEHUE, KPOME TOTO, HA CTaUN
TMCTOJIOTUYECKOr0 MCCIIeIoBaHMsl MTPOBOAUTCS U epeHIn-
aJIbHBII IMArHO3 C OIMYXOJIEBBIMU MOPAsKEHUSIMU, TPAHYJIeMaTO3-
HbIMHU 3200JI€BAaHUSIMI, MOXKHO 3aI10/I03PUTh TeMaTOIOrMYeCKOoe
3abosneBaHne (HampuMmep, TMCTUOUMTO3 Win auMdomy). [lpn
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E.B. CokoA u coaBT.

MPOBEJICHUM MATOMOP(OIOTMYECKOT0 MCCIEeJOBaHNsl BO BCEX
clly4asix peKOMEHJlyeTcsl OnpefielisiTb B-KieTouHyo KIIOHaNb-
HOCTb BOCTAJIUTENLHOrO MH(UIbTpaTa B TKanu B xoae MI'X uc-
CIIeJIOBaHKS U MOJIEKYJISIpHOTrO nccneoBanus (Metopom [11IP).

Ha ocHoBaHMM KOMOMHALNK KIIMHUYECKUX , IMMYHOJIOTYe-
CKHX M MATOMOP(OJIOrnuecKnx Npu3HakoB (hOpMyIMpyeTcsi Co-
OTBETCTBYIOUIMI JIMAarHO3: JIOCTOBEPHOE, BEPOSITHOE WJIN
npepnonaraemoe [gG4-C3 (cornacHo yHMBEpCAlbHBIM KpHUTe-
pusiv puardoctuku IgG4-C3 H. Umehara u coat.) unu ycra-
HaBJIMBAETCS IMATHO3 JIPyroro 3aboneBanus [7].

MBbI cunTaeM, 4To MpOOHOE JIeYESHHUE SIBIISIETCS XOPOLINM JU-
ArHOCTUYECKUM MHCTPYMEHTOM B JIMArHOCTUYECKH TPY/IHBIX
ciyyasix, KOrjia He yjaeTcsi moctaBuTh auarHos 1gG4-C3 no
kputepusim H. Umehara, HO nmeroTcst TUMMYHbIE NPOSIBJICHUS
1gG4-C3 (mo nokanuzaumu, No KIMHUYECKOMY TEUEHUIO, IO
PEHTTEHOJIOTMYECKUM XapaKTePUCTUKAM), U 110 IAHHBIM OHO-
TICUY TTOPAsKEHHOTO OpPraHa BbISBIICHbI KJIACCUYECKUE MMCTOJIO0-
ruueckue mnpusHaku [gG4-C3 u  WCKIIOYeHbl  ApyTue
3a6051eBaHNsl (B MEPBYIO OUEPE/Ib OHKOJIOTMUYECKUE).

O6cyxaeHne

1gG4-C3 saBasieTcst peAKUM, MATOreHETUYECKN MAJIOTIOHSIT-
HBbIM ¥ TO-NIPE’KHEMY HEJJOCTATOYHO M3BECTHBIM IUPOKOMY
Kpyry MeMIMHCKUX CNelUaIncToB 3aboneBanneM. B pyccko-
SI3BIYHON JUTepaType omucanus manueHTtoB ¢ 1gG4-C3 enu-
HUYHBI, MPUCYTCTBYET 3HAYMTEJIbHAS TEPMUHOJIOTUYECKAS
MyTaHWLA, a KPYMHble 0630pbl COBPEMEHHOI UTEpaTyphl 110
3TON NMpoGyieMe OTCYTCTBYIOT. MefnaHa BpeMeH! OT MOMEHTa
ne6roTa 3aboneBanus 1o noctaHoBKY Ararnos3a [gG4-C3 cocra-
BUJIA TIO BCEil UCCIIelyeMoil rpynne nauueHToB 24 [6; 60] mec,
a B Cllyyae JJaKpUOajIeHUTa/mopakeHust opouTts! guarnos 1gG4-
C3 ycraHaBnMBaeTCsl 3HAUMTEIBHO MO3XKe — B HAllleM HCClie-
JIOBaHMU B CpefIHEM Uepe3 55 mec ¢ MoMeHTa fiebroTa (MemaHa
36 [15,5; 75] mec).

3a nocaefHne Tojbl MOSBUICS psiji paboT, ONMUCHIBAIOIINX
koroptsl nauueHToB ¢ 1gG4-C3 B pasnuuHbIX cTpaHaX Mupa
[9-17]. Hame uccnegoBanue nepsoe B Poccun, koTopoe maet
KIIMHUKO-JTA00PATOPHYO XapaKTEPUCTUKY OCOOEHHOCTEN Naly-
eHToB ¢ 1gG4-C3 u npejyiaraeT AMarHOCTUYECKUI alrOPUTM
JIAHHOT'O 3260JIeBaHMS 17151 CIIELMAIIMCTOB HIMPOKOT0 TeParneBTH-
yeckoro npoguis. Jlnardo3 BceM nalyeHTaM yCcTaHaBIMBaIU
CTPOro B COOTBETCTBUU C MEXKYHAPOJHBIMU PEKOMEHJIALMSMI
no nuarHoctuke [gG4-C3, uro jlenaeT BO3MOXKHBIM aJIeKBaTHOE
CpaBHEHHE MOJTyYEHHBIX PE3YJIbTaTOB C JAHHBIMU MEK/lyHapOJI-
HbIX MccaenoBanuii. Halle nccneoBaine nmMeeT orpaHnyeHust
B CBSI3U C OCOOCHHOCTBIO HA0OPA MAlMEHTOB, YUUThIBASI Y3KO-
NMpO(UILHYI0 PEBMATOJIOTMYECKYI0 crenuanuzauuto HUP
M. B.A. HaconoBoii. Tak, B HallieM MCCIIE/IOBaHNN NOPAKEHUS
OopOUT BCTpEYaAIMCh 3HAYNTEJILHO Yallle, YeM B OOJIbLIIMHCTBE
onucaHHbIX Koropt [9, 10, 13, 14]. Kpome Toro, Ham npakTuye-
ckM He BcTpeTunuch nauuenTtsl ¢ AUII 1-ro tuna, XoTs, no aH-
HbIM M. Yamamoto u coasT., B peructpe SMART nauueHToB
C JAKPUOAJEHUTOM/CUATIOAICHUTOM YacTOTa COYETAHHBIX
1gG4-cBsizannbix nopaxkenuit [12K coctasnser 39% [18].

uarnoctuka IgG4-C3 B HACTOSILMIT MOMEHT CTPOUTCS Ha
YHUBEPCAIbHBIX juarHoctuueckux kpurepusix H. Umehara
1 COABT., LEHTPAJILHOE MECTO B KOTOPBIX 3aHUMAET BbISIBICHNE
runepcekpeuyu 1gG4 B ceiBOpoTKe KpoBU U TKauu [7]. OgHako
M3BECTHO, UTO /10 40% MAUMEeHTOB C MMCTOJOrMYEeCKU Bepudu-
yupoBaHHbiM 1gG4-C3 MOryT UMeTb HOPMallbHbll YPOBEHb
IgG4 B ceBopoTke, a cekpenust [gG4 B TKaHu BcTpevaeTcs
U mpM ipyrux 3abonesanusix [4, 5, 19, 20]. B npepnoxxennom
HAMU JIMarHOCTMYECKOM aJIrOPUTME, OCHOBAaHHOM Ha MEX/yHa-
poaubIx Kputepusix quarsoctuku 1gG4-C3, Mbl 0co6eHHO 1I0A-
YEPKHYJIM HEOOXOAMMOCTh TIHIATEIbHON OLEHKM HaJInuus
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TUMNUYHBIX FUCTOJOrnueckux npusHakos IgG4-C3 (myapomno-
no6HbI pudpo3, MMMEOTIA3MOLIUTAPHBIN HHMIIETPAT, 06IH-
Tepupyrouui (preéuT) U BO3MOXKHOCTD PUMEHEHUS! «ITPOOHOI»
TEpaluu B CJIOXHBIX U CIIOPHBIX AUATHOCTUYECKUX CIIyyasix,
B TOM 4MCIIe TIpM HeJMarHocThyeckoMm Konmuectse 1gG4+ kie-
TOK B TKaHU. «[IpoGHOE» JleueHre BXOAUT B KaYeCTBE OCHOBHOI'O
WJIA JIONOJIHUTEJIbHOTO KpuTepus auarnoctuku AWII 1-ro Tuna
[21-23]. [To HameMy MHEHHIO, OHO MOXET MCIOJIb30BaThCS B
KayeCcTBe JMarHOCTMYECKOr0 MHCTPYMEHTA Y TIPH JIPYTHX JIOKA-
m3ammsix [gG4-C3, opHako ero npuMeHeHue, 6e3yCioBHO, Tpe-
OGyeT OCTOPOXKHOI'O M B3BEIICHHOTO MOAXOAa U /IOJIKHO
MIPUMEHSITHCS ONBITHBIM BPAYOM, MMEIOLLMM OTbIT JICYeHHsT Ma-
nuenTos ¢ IgG4-C3.

[Nopaskenns nerkux u mmcoysnos npu [gG4-C3 sBrstroTcst
4acTON HAXOJIKOM, OJHAKO 3TU CITy4au CIIOXKHBI s IuhepeH-
LMAJbHOW IMarHOCTUKYU B CBSI3U C KPailHUM pazHOOOpaszueM
¢popM nopaskeHus (pEHTTeHOJIOrMYECKUX NaTTEPHOB TPU TOpa-
SKEHUM JIETKMX U MOP(OJIOrMYecKuX THUIOB MPU MOPasKEHUN
muM@oy3noB) [24, 25]. YuuTbiBas 3TM 0COOEHHOCTH, B HACTOSI-
Ul MOMEHT CYLECTBYET KOHCEHCYC, uTo JuMdoy3es, He-
CMOTpS Ha TO, YTO SIBJISIETCSI OPraHOM-MUIICHBIO, HE JI0JI’KEH
HCTIONIL30BATHCS [T MTATOMOP(QOJIOrMYECKOT0 MOATBEPKACHNUS
muarnosa IgG4-C3. CnenyeT npoBoiMTh OUONCHIO IKCTPAHO-
JAJIbHBIX OYaroB.

B cBoeM mccienoBaHnM Mbl CTOJIKHYJIMCH C OT/EJIbHBIMU
KpaitHe pefknuMu u HeTunuuHbiMA popmamu [gG4-C3. Taxk,
y 2 nagpenToB Habmopancs aedtor [gG4-C3 ¢ nectpykuun no-
3BOHKOB. Ha cerofHsillHuil IeHb UMEIOTCSI HEMHOIOUUCTIEHHbIE
OIMCAHUSI KOCTHO-AECTPYKTUBHbIX nopaxenuit npu 1gG4-C3,
B OCHOBHOM BC€ JIOKAJM30BaHHBIE B KOCTSIX uepena [26-33].
Ham u3BecTHO onucaHue JIMLIb OJHOTO CJTydasi B aHIVIOSI3bIYHOM
qurepatype nauueHta ¢ I1gG4-cBsi3aHHBIM I1CEBIOTYMOPOM
CIMHHOMO3IOBOIO KaHasa ¢ pa3pylUeHHeM IPY/IHOrO MO3BOHKA
[34]. BeposiTHee Bcero, B HAIIMX HAOIIOJIEHNSIX Pa3pyIIEHHUE TI0-
3BOHKOB TaK>Ke ObLI0 Pe3yJIbTaTOM PAaclpOCTPaHEHNs! MH(DUIIBT-
paTa 13 OKpy>KarolyX TKaHeu.

[TaTomopdonoruyeckoe uccieoBaHue SIBJISICTCS BaXKHEM-
1M KoMIoHeHToM jrarno3a [gG4-C3. B namem nccnenoBannm
y 60sb1oro yucna nauueHToB (70%) BbisiBIEHO (hopMUpOBaHUE
(honnukynonogoOHbIX TUMMOUAHBIX CTPYKTYp, T.e. MALT-
TKaHU, KOTOPast MOXKET SIBJISITHCSL MOP(OJIOrMYeCcKiM cyocTpa-
TOM s (pOPMMPOBAHMS  3KCTPAHOAAJBHBIX  JHUMpOM
MALT-Tuna [35].

Cas13b 1gG4-C3 ¢ BO3HUKHOBEHUEM TUM(OM B HACTOSIILIUI
MOMEHT ILIMPOKO 0OCYy3KpiaeTcs. B Hallem nccienoBaHum npu-
3HaKM B-KJI€TOYHOI KIIOHATBLHOCTH B TKaHU W/MJIN ChIBOPOTKE
KpoBM UMenn 1/4 GoNbHBIX, a Takke BblsiBieH cayyaii MALT-
JMpoMbI crie3Ho kesesbl Ha one 1gG4-C3 [8]. [TauueHTs,
y KOTOPbIX BBISIBJISIFOTCS MOJIEKYJISIpHbIE NPU3HAKKU B-knerou-
HO¥ KJIOHAJIbHOCTH B TKaHU, HO HET TUCTOJIOIMYECKOr0 MOATBEP-
>KAEHUsT TMM(OMbI, 6€3yCIOBHO, HAXOJSATCS B IpyMIe pucka
Pa3BUTHUS 37I0KAYECTBEHHbIX JUMonpongepaTuBHbIX 3a6071e-
BaHMI 1 TpeOyIOT GoJiee TIATEILHOrO HAOIOCHMS.

3akAloueHue

Pesynbrarel Hallero uccien0Banys MOATBEPKAIOT TaHHbIS
0 TOM, uTO ypoBeHb [gG4 CbIBOPOTKY NMOJIOKNUTEIHHO KOPPEH-
PYeT C uKMCIIOM NopaskeHHbIX opraHoB [20, 36]. B cBsizu ¢ aTim
MAUMEHTbl ¢ BLICOKMMHU 3HaYeHusiMu 1gG4 CbIBOPOTKHU HYK-
JAOTCS B TIATEIILHOM BCECTOPOHHEM 00CIIE[IOBAHUH 1 BKITIOYE-
HUH B I1aH 00CJIeI0BaHNs CUMHTUTPaUIeCKOro UCCeloBaHus!
¢ Ga unu, o BozmoskaocTH, [13T ¢ 'BF-OJII", koMOMHUpPOBaH-
Hoii ¢ KT.

UYro kacaeTcs xano6 naumeHTos ¢ 1gG4-cBsi3aHHbIM NOpa-
JKeHUeM OpOUT W/WIW CIIOHHBIX XeJje3, B aOCOTIOTHOM 60JIb-
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IIMHCTBE CIIyYaeB OHM CBSI3aHbI C YBEJIMUEHUEM pa3Mepa opra-
HOB, a HE C HapyIlIeHneM ux (pyHKIyH. [laxke Npy CHIKEHUN ca-
JIMBALUN W/WJTN CIIE30TTPOYKIMH TSIKEIbIX CUMIITOMOB CYXOCTH
(CyXoro KepaTOKOHBIOHKTUBHUTA, U3MEHEHUI CIU3UCTOI 000-
JIOUKM PTa) HE HAOJNIOIaeTCs. Y UNThIBasl KpailHe PEIKoe BbI-
spreHne antu-SSA(Ro) u orcyrcTBue antu-SSB(La) anturen
y naupeHtoB ¢ [gG4-C3, a Tak>ke OTCyTCTBME MPU3HAKOB Ma-
PEHXMMATO3HOTO MapoTHUTa NMpU cuanorpacuu, guddepeHu-
aJIbHBIN Uarto3 ¢ 6osie3Hsto lllerpeHa B OOJBIIMHCTBE CITydacB
HE MPeJICTaBIISIeT 3HAYNTENLHbIX 3aTpy/iHeH!i1. OTHaKO clieyeT
YUUTBIBaTh, 4TO Y nauueHToB ¢ 1gG4-C3 moxxeTt HabmoaThes
MacCUBHast TMMQONIHAS THPWILTPALMS B MAJIbIX CITFOHHBIX JKe-
JIe3ax, 4To JIOMOJHUTEILHO 00OCHOBLIBAET BKIIIOUEHKE B IJIaH
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