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B cmamve npeocmasnenvt obuue oannvie 06 IgG4-accoyuuposannoii 60e3HU, NPUBeOeHbl ee KIACCUPUKAYUOHHbIE U VHU-
eepcanbHbie QUazHOCmuyecKue kpumepuu. AKYeHmuposano GHUMAHUE HA 603MOICHOCTb MYTbMUOPSAHHO20 HOPAJICEHUS, 3~
mpyousowe2o ouazHocmuxy u aevenue. Onucan knunuyeckuii cayuaii 1gG4-accoyuuposannoeo 3abonesanus ¢ nopajicenuem
3a0pIOWUNHO20 NPOCMPAHCIEA (PemPONEPUMOHeanbHulll Guopo3), nezkux (08yCMOPOHHAA UHMEPCMUYUATLHAS NHE6MOHUS,
Oughpysnulii u ouacogwlii NHe6MOPUOPO3), KUMEYHUKA (XPOHUUECKUL KOIUm) ¥ MyJicuuHbl cpeonux nem. I[locredoeamenvroe
HasHavenue 2noKOKOPMUKOUO08, MOHOKIOHANLHBIX AHMUMEN NO380AUL0 OOCTNUYL PEMUCCUL, OOHAKO PA3sumue peyuousa 3a-
bonesanust Nompeb06ano 60300HOGIEHUS MEePAnULU 20PMOHAMU 8 PEOYYUPOBAHHOU 003¢€ C NONONCUMENbHBIM I hexmom.

Kniouessie cnoBa: IgG4; IgG4-accoyuuposannas 6one3nb; pemponepumoneanviviii puopos; unmepcmuyuaibHas
NHE6MOHUAL.
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The article presents general data on IgG4-associated disease, as well as its classification and universal diagnostic criteria.
Attention is focused on the possibility of multi-organ lesions, which complicates diagnosis and treatment. A clinical case of an
IgG4-associated disease involving the retroperitoneal space (retroperitoneal fibrosis), lungs (bilateral interstitial pneumonia,
diffuse and focal fibroid lung), intestines (chronic colitis) in a middle-aged man is described. Sequential administration of
glucocorticoids and monoclonal antibodies made it possible to bring a patient into remission, however, the recurrence of the
disease required the resumption of hormone therapy at a reduced dose with a positive effect.
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B mocnenHue rofibl MosBIsieTCsl Bce OObliie MyOIuKanuit
00 IgG4-accounnnpoBannoit 6Gonesnu (IgG4-Ab), xoropas
MPOSIBIISICTCSl TOPAKCHUEM TMPAKTHUECKH JIFOOBIX OPraHoB
u cucteM. [Ipy 1aHHOW MATONOrMHM B TKAHSIX BBISBISIOTCS
MyapornogoOHsIid ¢udpo3, odnurepupyromuii GpaeduT, TUM-
¢ormmazmonutapHas nHGUIBTpanus ¢ npeodbmaganuem lgG4-
MO3UTHBHBIX KJIETOK, B CBIBOPOTKE KPOBH YacTO BBISBIISIETCS
nosermenne I1gG, 1gG4 [1]. be3 cBoeBpeMeHHOT0 a/IeKBaTHOTO
JICYCHHUS IIPOUCXOIHT Pa3BUTHE IIporpeccupytomiero gpudposa
TKaHel ¢ BhIPa)KEHHBIMH OPraHHBIMU HapPYIICHHSIMH.

IgG4-AB Opua BeIIETICHA B CAMOCTOSITEIBHYIO HO30JIO-
rudeckyro equHuity B 2003 r. T. Kamisawa u coaBT., KOTO-

pBIe, TPOAaHAIN3UPOBAB KIMHNYECKYI0 KAPTUHY MAllHEHTOB
C ayTOMMMYHHBIM ITAaHKPEATUTOM, y YACTH U3 HUX BBISIBHIIN
MPU3HAKH CHCTEMHOMN IMaTOJIOTHHU CO CXOKUMH THCTOIIATOIIO-
THYECKUMHU U3MEHEHUSIMHU B Pa3IMYHBIX opraHax [2].
Huarnoctuka IgG4-Ab B KIMHHYECKOM MpaKTHKE
MpEeACTaBISACT ONpPEACICHHBIE TPYIHOCTH, KOTOpBIE 00y-
CIIOBJICHBI MaJIOW MH(GOPMHUPOBAHHOCTHIO Bpadei O JaHHOU
MMaToOJOTHH, HeCMenuPUIEeCKOd KapTUHOW 3a00JIeBaHUS
U B OONIBIIMHCTBE CIyYaeB MOPaKEHHEM HECKOJIBKUX Op-
TraHOB U CHCTEM, 4TO TpebyeT mpoBeaeHus nuddepeHnn-
aNBHOTO AMArHO03a C CHHAPOMOCXOIHBIMH 3a00JIEBaHU M.
Hwxe nmpuBoguMm omucanue KIuHHYECKoro cirydas 1gG4-
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ADB ¥ IMarHOCTHYECKUX TPYAHOCTEH, BOSHUKAIOMHUX IIPU
ee BepuHuKaIHH.

Tlauyuenm JI, 51 ron, B koHue ¢espans 2019 r. Ha Gone
MIOJTHOTO OJIATONOMYYHsI OTMETHUI TOSIBIICHHE O0Nel B HUXK-
HUX OTZEeJax KMBOTA C PAacpOCTpaHEHHEM Ha BECh JKUBOT,
gepe3 2 AHA OOJIM CaMOCTOATENIBHO MPOIIIH, HO TPHCOe-
JUHUJIACH JUXopanaka B BeuepHee Bpems mo 38,0-39,0 °C.
B neue6HOM yUpexXICHUH 110 MECTY JKUTEIHCTBA MPH KOJIO-
HOCKOIIMHM BBISIBJICH THIEPILIA3HPOBAHHBIN HHUPKYISAPHBINA
Y4acTOK TOJICTOW KHIIKH, MOp(dorornyeckn KapTHHA cla-
00aKTUBHOT'O KOJTUTA. [10 TaHHBIM KOMITBIOTEPHON TOMOTPa-
¢un (KT) — mupkynspHOe yTOJNIMIEHNE CTCHKH CUTMOBU-
Ho# kumku 70 13,0 MM Ha ipoTsikeHuu 11,0 cM ¢ aKTUBHBIM
HaKOIUIEHHEM KOHTpacTHOro BemiectBa. Kpome Toro, 6v110
00HapyKEHO YIUIOTHEHHE 3a0pIOMTMHHON KJIETYaTKH CIIEBa;
Hanmnune GUOPO3HBIX TSHKEH B 0a3alIbHBIX OTJENAaxX JISTKUX,
B BEpXYIIKE IIPAaBOT0 JIETKOT0O y4acTok ¢pubdposa. Hecmorps
Ha IIPOBOAUMYIO TEpPAIHIO, BKIIOYAIOIIYIO MPOTHBOBOCIA-
JUTEIbHBIE U AaHTUOAKTEPHANIBHEIE IIPENapaThl, TNXopaaKa
COXpaHsIach, B NMEepUPEPUUECKON KPOBHU BBISBISJICS yMe-
PEHHBIN JICUKONIMTO3, HOpMOXpOMHas aHemus. Juddepen-
[UAJBHBIA TUArHO3 MPOBOAMIICS MEXAy OonesHpio Kpona
U OITyXOJBI0 CHTMOBHIHOW KWIIKHU. [ manmpHeimero o6-
cnenoBanus 13.05.2019 mepeBeneH B TracTpOIHTEPOJIOTHYC-
ckoe otnenenue I'BKI' um. H.H. Bypnenxko.

[Ipu moCTymIIEHWH COCTOSHHE CPENHEH TSKeCTH, CyO-
(eOpUINTET C AMU30JaMU TMOBBIMICHUS TeMIIepaTyphl Tela
1o 38-38,5 °C, anemus (remorioOuH B mpenenax 73—120 r/m).
[Ipu mepecMoTpe THUCTONOTHYCCKUX MPEIapaToB NaHHBIX
3a OITyXO0JIb CHTMOBH/IHOM KHIIKH U 601e3Hs KpoHa He momy-
4eHO (MOp(hOJIOTHSI HEU3MEHEHHON CITM3UCTOM TOJICTOM KHIII-
KM COOTBETCTBOBAJIa KAPTHHE XPOHUIECKOTO aKTHBHOTO KO-
JINTA: B CTPOME CJ1ab0 BeIpakeHHas TuMdOoTIa3MouTapHast
HHQWIBTpaMs C MPUMECHI0 HEUTPOPMIBHBIX H 303WHO-
¢mapHBIX neikonuToB). 20.05.2019 npu KT BeIsBICH ype-
Teporuaponedpo3 cieBa Ha GoHe (HUOPO3HBIX U3MEHECHHI
3a0pIOMIMHHON KJIETYATKH C BOBJICYCHHEM MOYCTOYHUKA
U CUTMOBHJIHOM KHIIKH; B JIETKUX IO CPAaBHEHHUIO C MPEIIbI-
IYIINM HCCICIOBAHNEM OTMEUYCHO MOSBICHUE YTONIICHUS
MEXXI0JIPKOBOTO HMHTEPCTHULHS C BYaJEBHIHBIMU ydYacTKa-
MH YIUIOTHEHHUS JIETOYHOH MapeHXUMBI [0 THITY «MaTOBOTO
CTEKJIa», TPEUMYIECTBEHHO B NMEPH(PEPUICCKUX OTHEaX;
B S, m S, cpaBa 6oJiee TJIOTHBIE OYAaroBBIE YIJIOTHEHHS
1o 4 u 6 MM, B S, ¢ 06enx CTOpOH GUOPO3HBIE H3MEHEHNUS,
B S10 clIeBa NMCKOBUAHBIN aTenexTas. 27.05.2019 mo noBony
ruApoHedpo3a ciIeBa yCTaHOBIICH BHYTPECHHUI MOYETOYHH-
KOBBIH KaTeTeP-CTEHT, 11.06.2019 BhIMONHEHA Ty HKITHOHHAS
He(ppOCTOMUS JIEBOM MOYKH.

B nensax uckirodenus: HoBoooOpazoBanus 6.06.2019 BbI-
MTOJTHEHA TTO3UTPOHHO-dMUccHoHHas ToMorpadus (IT3T/KT)
¢ 18F-®O/II": mpenMyIIECTBEHHO B BEPXHHUX AONSIX JETKHX
MHOKECTBEHHBIC OYaroBbIC YIUIOTHEHHS pa3MepoM 5—7 MM
C HU3KHM HakoruieHueM (2,1 suv), B KOpHE PaBOTo JIETKO-
ro okyc runepmeradbonusma (4,1 suv), B cenezeHke — ogar
runepmeTtadonuszma (5,9 suv). s mopdomorudeckoi Bepu-
¢ukanuu ouaros runepmertadonuzma 29.07.2019 BeimonHeHa
KpaeBasi pe3eKIHs MPaBoro JETrKoro, ouoncus TuMQoy3I0B
KODHS IIPaBoro Jerkoro. [Ipu rucTosornaeckom mccienoBa-

Notes and observations from practice

HUU TKaHH JIETKOTO KapTHHA HHTEPCTUIIMAIFHOT'O BOCHAJIe-
HUA, THQWIBTPAIHS MpeAcTaBIeHa TUMPOIUTAMH, IITa3MO-
[IUTaMHU ¥ HEUTpoduIaMu, UMEIOTCS odaru Guodposa.

K cepenmne nronst 2019 r. y manuenTta ObIJI0O OTMEUCHO
HapacTaHWe SBICHUU peTponepuTOHeaNbHOTO (Gubdpo3a
(PII®) ¢ BoBIEUEHHEM MTPABOTO MOYETOYHHKA U (HOPMHUPO-
BaHHEM IIPABOCTOPOHHETO THApPOHEe(dpo3a, 4TO MOTpedOo-
BaJl0 YCTAHOBKHM BHYTPEHHETO MOYETOYHHWKOBOTO KaTeTe-
pa-cteHTa u cupasa. K ToMy BpeMeHH B CHIBOPOTKE KPOBH
peructpupoBaiock nossimenne IgG — 15,7-16,3 1/, 3Ha4n-
Moe noBeimenue IgE — 722 ME/mn u CPb — 68-210 mr/m.
IIporpeccupoBanue PII®, nnHaMuKka U3MEHEHUM B JETKUX,
OTCYTCTBHE JaHHBIX 32 OHKOJIOTUYECKHH MPOILECC U CH-
CTeMHBIe 3a00NIeBaHUS MO3BONWIHN 3amono3puth [gG4-Ab.
Bruto BRIMONTHEHO HccnenoBanue B kposu 1gG4 — 2,55 t/n
(mopma — 0,1-1,35). Ilpenapathl yaaaeHHOR YaCTH JIETKOTO
koHCynbpTHpoBaHbl B ®I'BY 'HI ®MBL] um. AWM. BypHa3zs-
Ha ®MBA Poccun 3aBenyronum maToxoroaHaTOMHUYECKUM
otneneHneM kaua. med. Hayk C.B. JIunryxom. B roToBBIX T'H-
croormdeckux mnpemnaparax Ne7285/19 (1 crexyonpenapar)
TOIUIEBPATIFHBIN (PparMeHT TKAHH JIETKOT'0 C 04aroBBIM Ha-
PYLICHHEM CTPYKTYPHI 32 c4eT ¢pudpo3a 6e3 Mpru3HAKOB Mya-
poBoro (ctopuopmMHOro), ¢ nedhopMaIrert aaTbBeo, MPOJIH-
(hepanmeii aIHBEOISIPHOTO SMUTENHS O€3 TPU3HAKOB aTUTINH,
mup¢y3HON yMmepeHHOW WH(UIbTpanueld TUMGPONUTAMH
C MIPUMECHIO TUTa3MAaTHYECKHUX KJIETOK, Y03MHO(UIIOB U 3HA-
YUTEIBHON MPUMECHI0 CETMEHTOAIEPHBIX JICHKOIUTOB, Me-
CTaMU CO CKOILUICHUSMH HX B IPOCBETE ACPOPMHPOBAHHBIX
aneBeon. [Ipu3HakoB Backynuta, (iebuta HE 0OHAPYKEHO.
[Ipy UMMYHOTHCTOXHMHYECKOM HCCIIEOBAHWU MaTepuaia
¢ mapaduHoBoro 6ioka No7285/19 okpamuBaHue ¢ aHTUTE-
nami k IgG (polyclone); I[gG4 (MRQ-44); CD138/syndecan-1
(B-A38) moaTBepxIacT 3HAYUTEIBHYIO IIPUMECH B HHPIIIb-
Tpate CD138+ mra3mMaTuueckux KJIETOK, okoso 80 % u3 xo-
Topeix IgG+ u Tonpko equHnyHBIEe [gG4+ TTazmMaTHYecKue
kyeTku ¢ cooTHomenuneM CD138+/1gG4 menee 10%. 3axunro-
YeHHWe: B MpeJienaxX UCCIeTOBaHHOTO OuonTata Mop(hoIoTH-
YeCKUX NAaHHBIX s monreepxkaeHus [gG4-ces3zannoro 3a-
0ojeBaHMS HEJOCTATOYHO, OAHAKO OMHMCAHHBIE W3MEHCHUS
HE TO3BOJISIIOT TTOJIHOCTBIO HMCKIIOUHUTH 3TO 3a00JieBaHUE.
[Ipu3HakoB TpaHyIEMaTO3HOTO BOCHAJICHUS, BAaCKYJHTa,
a TaK)Ke 3JIOKaYeCTBEHHOT'O OITyXOJIEBOTO POCTa B MpeneIax
HCCIIEZIOBAHHOTO MaTepraja He 00HapyIKEHO.

Ha ocHoBaHMY BBHIIIIEHU3I0KEHHOT O TIPEAIIOI0KEHHE O Ha-
nuuynn 'y nanuenta 1gG4-Ab noarsepaunocs. Chopmymnu-
poBaH OKOHYATeNbHBIN nuarHo3: «IgG4-accommmpoBanHOE
3a00JeBaHNe C MMOPaKEHUEM 3a0PIOIIMHHOTO MPOCTPAHCTBA
(peTponepuToHeanbHBIH  (GUOPO3), JETKUX (IBYCTOPOHHSS
WHTEPCTUINAIbHAS THEBMOHUS, AU(MQY3HBIH W O0YaroBBIN
mHeBMOPHOPO3), KHIIEUHUKA (XpoHUYecKui KomuT)». Oc-
noxHeHUs 3a00neBaHus: « CTPUKTYPBI 000MX MOYETOYHHUKOB,
JIBYCTOPOHHUH ruapoHedpo3. Bropuunslii muenonedput».

C asrycra 2019 r. mHayara Tepamus MIPETHU30JIOHOM
30 mr/cyT BHYTpB, 28.08.2019 BEIMONHEHO ynajeHHe 000uX
MOYETOYHUKOBBIX KaTETEPOB, TOJTHOE BOCCTAHOBIICHHUE €CTE-
CTBEHHOTO Iacca)ka MOYU NOCJIE 3aKPBITHS HE(HPOCTOMBI
cieBa 19.11.2019. Ha ¢one Tepamuu KOPTHKOCTEPOUIAMHU
¢ ¢eBpans 2020 1. cToOiiKO€ OTCYTCTBUE IUXOPAAKH, YMECHbB-
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IeHue pa3MepoB o4daroB B jierkux 1o nanasiM KT. OnHako
noseitienne ypoBHs CPB, IgE, ramma-dpakiinu 6enka B Kpo-
BU CBHJCTEIBCTBOBATH O COXPAaHCHHH <«J1a0OpaTOPHOI»
aKTUBHOCTH 3aboneBaHus. OIHOBPEMEHHO MPOSBUIINCH
OCIIOKHEHUSI cTepouHON Tepanuu (cuHapoM Mnenko—Ky-
IIUHTa, CTEPOMAHBIA caxapHbBI quaber), yTo OOYCIOBH-
JI0 HEOOXOAMMOCTh CHMIKEHHUS O3Bl MPEIHU30JI0HA. BBIIO
pemeHo A00aBUTH K TEpalmuy BBEACHHWE MOHOKIIOHAJBHBIX
agtuten CD20 (putykcumab). 19.02.2020 u 04.03.2020
C MHTEpBaJoM B 2 Henl. cymMmMapHo BBeaeHo 2000 Mr puTykK-
cuMaba. B uroite 2020 1. oTMeU€eHa ITOJI0KUTEIbHAS JUHAMH-
Ka mporecca B j1erkux mo qaHHeIM KT: «cBeXnx» 04aroBbIX
U WHOUIBTPATUBHBIX W3MEHEHUH B JIETKUX HE BBISBIICHO;
B BEPXYIIKaX 00OUX JETKUX COXPAHAIOTCS y9aCTKHU THEBMO-
CKIIEp03a, BBISBISCMBIC PAHEE OYaru B S, , ; JICBOT'O JICTKOTO
H S, ; IPaBOro yMCHBIIMINCE Ha 2—5 MM. IIpn KOHTPOIBHOM
KOJIOHOCKOTIMH BBISBISIBIICECS PaHEe LHUPKYISIPHOE yTOJ-
IIEHHE CIM3UCTOM TOJCTON KUIIKHU HE Ompeesiaock. B kpo-
BU HOpMaim3oBaica ypoenb 1gG4 — 0,53 r/n. B pamkax
koHcommaupytomeit tepamuu 04.08.2020 u 25.08.2020 cym-
MapHo BBeneHo 2000 Mr puTykcumMaba.

B nauane nexa6ps 2020 r. mepeHec HOBYIO KOPOHABHPYC-
HYI0 HH(EKITNIO ¢ mopakeHneM Jierkux a0 10% no qaHHsIM
KT. IIpoxoaun jieyeHue ¢ MOCIEAYIOLIHUM BbI3JOPOBICHU-
eM. OCHOBBIBasICh Ha TaOOpPaTOPHBIX Mapkepax, JaHHbIX KT
OpPTaHOB TPYIHOW KJIETKH M 3a0pIONTMHHOTO MPOCTPAHCTBA
ot 26.12.2020, ycranoBnena pemuccus IgG4-Ab, npenanso-
JIOH OBLT OJTHOCTHIO OTMEHEH.

B nauane ¢espans 2021 1. mepeHec OCTphIii TPaBOCTO-
POHHHUMN SMTHIUIUMUT, TPOSABISABIIUKCS ITOTHEMOM TEMITEpa-
Typsl Tena 10 39,0 °C, 6onaMu B TpaBO TOJTOBUHE MOIIIOHKH,
€e OTCKOM M yBEJIHMYECHHEM B pa3Mepax MpHAaTKa IpaBoro
suaka. Ha ¢one anTHOakTepuanbHoi Tepanuu (uedrpuax-
COH, NIe(II00aKT, METPOTHIT) HACTYIIHIIO BBI3IOPOBICHUE, O
HaKo 4epe3 2 Hel. BHOBb MOSBUIIACH JIMXOPAJIKa C 03HOOOM
1o 39,5 °C. Ilo garasiM KT BHOBE BBISIBICHO ITUPKYIISIPHOE
YTOJIICHNE CTEHKH CHUTMOBHJIHON KHIIKH C PErHOHAPHOW
nuMmpoaneHonaTue. IIpoBeneH KOPOTKHH Kypc JedeHUS
nexcameTa3zoHoM (16,0 mr/cyT B Teuenue 8 mueil), Ha done
Yero caMo4YyBCTBHE OOJIBHOTO yINYYIIHIIOCH, SMTU30AHYECKH
otMmeuaics cyddebdpunuTteT B BeuepHee Bpems 10 37,6 °C.

IIpu xouTponsHoM KT or 14.04.2021 BHOBH BBISBIICHA
OTpULIATeNbHAS AMHAMEKA 110 CPAaBHEHHIO C HCCIIETOBAHU-
eM ot nekabps 2020 r. u mapta 2021 r. B BUE TOSBICHUS
HOBBIX MHGUIBTPATHBHBIX 04aroB B S, , JEBOIO JIETKOTO
IHAMETPOM 8 MM, B S, IPaBOro JIETKOTO THAMETPOM 3 MM,
YBEIHMYEHHS CTAPBIX 049aroB B S, cnipaBac 4 10 9 MM U B S
cieBa ¢ 10 x 5 mm no 14 x 8 mm. [Tpu ananuze ganaeix KT
nerkux oT 2019 I. «cBeXkue» ouaru BO3HUKIIM Ha MECTE paHee
MMEBIINXCS U pa3pelINBIINXCS Ha (OHE Tepanuu pUTYKCH-
MaboM, a TaKKe PEerucTPUPYETCS MOSBICHNE HOBBIX 0YaroB.
JUis uckITroueHus cenuguueckoro mporecca B JIErKuX (Ty-
Oepkyre3a) OONBHOMY BBITIONHEH KBAaHTHU(QEPOHOBBIH TECT,
pe3ynbTaT oTpunaTensHbli oT 23.04.2021.

Ha ocHOBaHMM M370)KEHHOTO JUATHOCTHUPOBAH PEIUINB
IgG4-AB, uTo moTpedoBao BO30OHOBIEHU S TITIOKOKOPTHKO-
HTHOW TEpanuy B peayIIUpOBaHHON 03€ 20 MI/CYT C OTYET-
JUBBIM TIOJNIOKUTEIBHBIM KIWHUKO-PEHTT€HOIOTHIECKUM

aexrom. HabmromeHue 3a MaMEHTOM MPOIOJIKAETCS.
OT MOMEHTa TOSIBJICHHS MEPBBIX CHMITOMOB 3a00JICBaHUS
JI0 OKOHYATEIHHOM MOCTaHOBKM JUATHO3a W Hadaja maTore-
HETHYECKOH Tepanmuu B OOIIEH CIOKHOCTH MPOILIO 5 Mec.,
32 BpeMs KOTOPBIX B IIPOIECC ITOCIICAOBATEIIEHO BOBJICKA-
JUCH TOJICTas KHIIKa, 3a0pIOIIMHHAS KJIETYaTKa, JIETKHeE.
PasBuTHe HHPEKIINN MOYEBBIX Ty TeH Ha (JOHE ABYCTOPOHHE-
ro TuapoHedpo3a U HEOOXOIUMOCTD APSCHUPOBAHUS TTOYEY-
HBIX JIOXaHOK 3aTPYAHSJIO MPOoLece TuarHocTuku. He BHOCH-
j10 okoH4arenbHOM scHoctu M [IDT/KT-ucciemosanue, Tak
KaK ITPU HEM BBISBIISIMCH OYard MaTOJIOTMYECKOH puKcanuu
PO®II B nerkux. /lparao3 661 OKOHYATETBFHO CHOPMYIUPO-
BaH Ha OCHOBaHUHU MOP(OIOTHIECKOTO (MMMYHHOTUCTOXH-
MHYECKOI'0) UCCIIEIOBAaHUS IIperapara JISTKoro U JuMQoy3-
Ja, TOBBIMICHUS ChIBOpoToyHOTro IgG, cCHCTEeMHOCTH maro-
JIOTHYECKUX MPOABICHUN, UCKIIOUEHUS CHHIPOMOCXOIHBIX
3aboneBannii M 3¢p¢deKTa OT UMMYHOCYIIPECCHBHON Tepa-
WU, BKITF09asi OMOJIOTHYECKYIO Tepanuio (puTykcumMao).

Obcy:xaeHue

ITocne ommmcanus B 2003 1. T. Kamisawa u coart. IgG4-
Ab uwHTEpec K JaHHOHW MpoOieMe CO CTOPOHBI KIWHHITH-
ctoB He ocnabeBaer. K cerogHsmrHeMy AHIO OTMEYaeTcs
3HAYUTENIBHBINA POCT YHUCJIA UCCIEAOBAaHUM MO NaHHOM Mpo-
Grematuke B Mupe, B PO myOnuKyrOTCS TUIIb €AUHUYIHBIC
KIMHWYeCKne HaOmoneHus. Hanpumep, B Hamed KIMHUKE
3a mociegHue 3 roma guarHocTupoBaHbl 4 cinydas [gG4-
AbB ¢ BOBJCUCHHEM OpPraHOB MOYEBBIBOISINCH CHCTEMBI.
B 2011 r. 651712 co3gana mepBasi MeXAyHapOIHAsI HOMCHKJIA-
Typa 3a0oJeBaHUs, IPUHATH €€ YHUBEPCAIbHBIC JAHATHO-
CTHYECKHUE KpUTepuu (Tadi. 1).

[Ipu HEBO3MOXHOCTH MPHUMEHEHUS YKa3aHHBIX TUArHO-
CTUYECKUX KPHUTEPHUEB PEKOMEHOBAJIOCh YCTAHOBJICHHE
nuarHosza IgG4-Ab ¢ ucnonp3oBaHMEM JHATHOCTHYECKUX
KpHUTEpHUEB, pa3paboTaHHBIX ISl KOHKPETHOW OpraHHOH JI0-
kanu3anuu. OTAeNbHO OroBapuBaiach HEOOXOAUMOCTH HC-
KJIFOYaTh 3JI0KaYeCTBEHHBIE HOBOOOPAa30BaHUS, COJNUIHBIC
onyxonu, cuHapom Illerpena, nepBUYHBIN CKIEPO3UPYIO-
Ui X0oJaHTUT, Oose3Hb KacTiieMana, BTOPUYHBIN peTpo-
MEPUTOHEANBHBIN (prOpPO3, rpaHyIeMaTo3 ¢ MOIHaHTUUTOM,
CapKOMI03, 03MHOQIIIBHEIN TPaHyIeMaTo3.

Tabnwuya 1
YHuBepcanbHble guarHoctudeckue kputepum IgG4-Ab [3]

1. KnuHnyeckne
OaHHble

OuvaroBas unu anddysHas
onyxonenofobHas nHunbTpaums
O[{HOTO NI HECKONbKMX OpraHoB

2. lemaTonorunyeckune
[aHHble

CbIBOpPOTOYHAs KOHLEHTpaLms
19G4 > 135 mr/gn

1. MpeumyLLecTBeHHO
numdonnasmauuTapHas nHunbTpaums
n bunbpoa.

2. ndmnbtpaums 1gG4+
nnasmaTuyeckMMm KneTkamu:
oTHoweHune 1gG4+/1gG > 40%,

6onee 10 IgG4+ nnasmaTnyeckmx
KNeToK B nore 3peHns npu 60nbLwom
yBenuyeHun

3. MucTonaronornye-
CKWe JaHHble

OwnarHo3s 1+ 2+ 3 — pgocrtoBepHbin; 1+ 3 —

BEPOSITHBIN; 1 + 2 — npegnonaraemMbii
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ITo mepe HakoreHust JaHHBIX B 2019 1. OBIIH BBITyIIE-
HBl COBMECTHBIE OOHOBJICHHBIC KJacCHU(UKAIL[MOHHBIE KpPH-

Notes and observations from practice

1 AMepukaHcKoi kojerun pesmatonoroB (ACR) (Tabi. 2),
pa3paboTaHHBIE Ha OCHOBEe MaccuBa Oomee yem 1000 marmm-

tepun EBpomneiickoii antupeBmarmdeckoir muru (EULAR)  entos ¢ IgG4-Ab.

Tabnwuuya 2

KnaccudmkaumoHnHbslie kputepun IgG4-Ab EULAR/ACR 2019 r. [4]

LWar 1

LWar 2

LWar 3

LWar 4

KpnTepumn BKMIOYEHNS: XxapaKTepHble KNMHUYECKNE UMW PEHTTEHONOorMYeckne nNpusHakm nopaxeHns CroHHbIX, CNE3HbIX Xeres,
nerkvx, NoYek, pPeTponepuToHeansHOro NPOCTPaHCTBA, LUMTOBUAHOW Xernesbl, TBEpAOV MO3roBov 060no4kM nnu nmdonnasmo-
LMTapHbIA UHAUNBETPAT HEACHOW 3TUOMOTMMN, BbISBMEHHbIN B YKa3aHHbIX opraHax

Kputepum uckntoueHus:

KnuHnyeckune: nuxopagka, otcyTcTeme apdekta OT npuema rioKoKOpTUKONOOB.

JTaBopaTopHble: nerikoneHusl, TpomoéounToneHusi, 3o3vHocunusi, ANCA, aHtu-Ro/La, aHTM-Sm, aHTuTena K ABYCNUparnbsHOn
OHK, RNP v gp. cneunduyeckme aHTUuTena, KpUornooynuHsl.

PeHTreHonornyeckne: NnpuaHakm MHPEKLNOHHOTO MM OHKOSIOMMYECKOro npoLecca, Bkr4vatoLlme hopMmpoBaHme NonocTen,
HeKkpo3a, NPU3HaKOB 3K30(hMTHOrO pocTa U T.A., CANIEHOMeranusi.

Mopdonornyeckue: Manurinsaums, BocnanurernbHble MMogrbponnacTuyeckne onyxonu, HEKPOTU3MPYIOLLNIA BACKyUT,
rpaHynemaTo3Hoe BocnarneHue, makpodaranbHO-TMcTUouUTapHas MHUNbTpauums.

Hanuune gokasaHHOWM naTonorum: MHOXecTBeHHasi 6onesHs KactnemaHa, BocnanuTenbHble 3a60neBaHust KULWeYHN-

Ka (npu Joka3aHHOM BOBMIEYEHUN NaHKpeaTobunmapHoro TpakTa), Tupeonamt XawmmMoTo (B TOM cryyae, ecnm siBnsieTcs
€[VUHCTBEHHbIM NPOSIBIIEHNEM)

CaeToBasi MUKpOCKONnua

HeunHdbopmaTtusHas Guoncus 0
[MNoTHBLIN NUMdOoUMTaPHbBIA MHPUNBLTPAT +4
MnoTHBIN NMMdoLMTapPHBIN MHDUNLTPAT 1 0BNUTEPUPYIOLLMIA hnebuT +6
MoTHBIN NMMdOLMTaAPHBIN MHDUNLTPAT U CTOPUAOPMHBIN (PKNBPO3 —/+ 0bnMTepupyoLMIA hrebut +13
MMmyHornctoxvmus

1gG4+/1gG 0—40 % n 0-9 IgG4+ kneTok B n./3p. Npu 60MbLLIOM YBENNYEHNM 0
1gG4+/1gG 2 41 % n 0-9 IgG4+ knetok B n./3p. unn 1IgG4+/IgG 0—40 % n = 10 IgG4+ kneTok B n./3p. +7
1gG4+/1gG 41-70 % n = 10 1IgG4+ knetok B n./3p. unu IgG4+/IgG = 1 % n 10-50 IgG4+ knetok B n./3p. +14
1gG4+/1gG = 71% v > 51 IgG4+ kneTok B Nn./3p. +16
KoHueHTpauus IgG4 B cbIBOPOTKE KPOBU

MccneposaHve He BbINMOMHANOCH UM KOHLEHTPaLWSA B HOpMe 0
Bonee HopMbI, HO MeHee 2 HopM +4
2-5 HOpMBbI +6
Bonee 5 Hopm +11
[IBycTOpOHHEE nopaxeHue CresHblX, OKOMOYLUHbIX, MOABA3bIYHbIX, MOAHVKHEYEMIOCTHBIX Xenes

XKenesbl He BoBNeYeHsb! 0
[MopaxeHne ogHoM Napbl xenes +6
MopaxeHne 2 n Gonee nap xenes +14
pyaHas knetka

He BbINONHANOCL MW OTCYTCTBYIOT HUXENEPEUNCrEHHbIE N3MEHEHNS 0
MepnbpoHxoBacKynsApHbIe U cenTanbHble YTONLLEHNS +4
MapaBepTebpanbHble NHENHbIE MATKOTKaHble 06pa3oBaHns B rpyaon KneTke +10
MopxenyaovHas xenesa v XenyHble nyTu

He BbINONHANOCH MM OTCYTCTBYIOT HUXKENEPEUNCNEHHbIE N3MEHEHNS 0
OnddpysHoe yBenuyeHne noaxenyaoqHowm xxenesbl +8
OndpdpysHoe yBenuyeHve NogKenyao4HON xenesbl U KyncynoobpasHoe yTonieHne (06040K) CO CHUMKEHNEM + 11
9XOreHHOCTU

OnvcaHHble Bbllle N3MEHEHWS Xernesbl C BOBNeYeHne bunnmnapHoro Tpakra +19
Moykn

He BbINONHANOCH MW OTCYTCTBYIOT HUXENEPEYNCIEHHBIE U3BMEHEHNS 0
CHWXeHVe KOMNieMeHTa B CbIBOPOTKE KPOBU +6
YTonweHne nove4Hon NoxXaHK1 Mn Hanuyve MArkoTkaHHoro obpasoBaHus +8
'MnoaxoreHHble ovarn B KOPKOBOM crioe obenx noyek +10
PeTponepuToHeanbHoe NPOCTPaHCTBO

He BbINONHANOCH MW OTCYTCTBYIOT HUXENEPEUNCrEHHbIE N3MEHEHNS 0
OndbdpysHoe yTornLieHne cTeHkn abaAoOMUHANbLHON aopThbl +4

Mepudepuyeckne nnu nepeaHeboKoBble MArKOTKaHbIe 06pa3oBaHVs BOKPYT MH(papeHanbHOro oTaena aopThbl Ui +8
MOAB3MOLLHbIX apTepuii

[narHos cooTBETCTBYET KnaccumuKaLMOHHbIM KpuTepuam |gG4-Ab npy HanuumMmn KpUTEpUEB BKITIOYEHUS], KPUTEPUEB UCKITIOYE-
H¥S 1 o6LLen cymmbl 6annos = 20

MpumeyaHue: n./3p. — none 3peHus.
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3aMeTKH U HAOIIOICHUS U3 IPAKTHKH

3ak/oueHue

IIpencTaBneHHBI KIMHUYECKUI Cilydail NOATBEpXkIa-
€T HeoOXOAMMOCTh TIIATEIHLHOTO U BCECTOPOHHETO 00CIIe-
JOBaHMS MAIMEeHTOB ¢ npexamnonaraemoit 1gG4-Ab, Ttak xak
3TOT AUATHO3 SBJISETCS JUArHO30M «HUCKIIIOUCHUS». BmecTe
C TEM MPAKTUYECKUE BPAYW JOJHKHBI OBITH HHPOPMHUPOBAHBI
0 JaHHOM IIaTOJIOI'UH, 00 0COOEHHOCTSX €€ TEUYEHUS, JUarHO-
CTHYECKUX KPUTEPHUAX U TOAXOIaX K JCUCHUIO, YTO TO3BO-
JIUT CBOEBPEMEHHO 3aI0I03PUTh 3a00JIeBaHUE Y KOHKPETHO-
ro 00JHHOTO M MPOBECTU HEOOXOAMMBIN AUATHOCTHUYECKUN
norck. ComocTaBieHre KITMHUYECKUX MPOsBIECHUN 3a00Ite-
BaHHUS, UMEBIIMX MECTO B BBIIICOMUCAHHOM HAOJIFOJACHUU,
1 kKJaccuuranuoHHbIX kKputepue IgG4-Ab, mpuBeneHHBIX
B Ta0JI. 2, 3aCTaBISIET C OCTOPOKHOCTHIO OTHOCUTHCS K He-
KOTOPBIM U3 3TUX KPUTEPHUEB, B YACTHOCTH K JIMXOPAJIKE, TaK
Kak TIOCJICHSS MOXKET OBITh MPOSBJICHHEM WH()EKITHOHHBIX
OCIIOKHEHUH B CTPYyKTYypHO-U3MeHEeHHBIX nipu IgG4-Ab op-
raHax. JTO B TIOJTHOW Mepe OTHOCUTCS U K MOKA3aTeNIsIM T1e-
pubeprUIeCcKoil KPOBH.

BaxxHe#miM acmeKToM MmocTaHoBKH AuarHo3a IgG4-Ab
SABJISICTCSI BBINIOJIHEHHE WMMYHOTHCTOXHMHUYECKOTO HCCIe-
JIOBaHUs OHONTaTa MATOJIOTMYECKH H3MEHCHHBIX TKaHEH
¢ ucnonp3oBanneM cnenuduuecknx anturen (IgG, IgG4),
YTO MOXKET OBITh OCYIIECTBJICHO B CIEIIHATH3UPOBAHHBIX
nabopaTopusX.

Kongpnuxkm unmepecos. ABTOpPHI 3asBISIIOT 00 OTCYT-
CTBHH KOH(IUKTAa HHTEPECOB.

Qunancuposanue. ViccienoBaHue He UMEIO CIIOHCOP-
CKOM MOAACPKKH.
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