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IgG4-accounnpoaHHoe 3aboaesaHue (IgG4-A3) — 3TO cHCTEMHOEe BOCMaAUTEAbHOE 3ab0AEBaHMe, KOTOPOE, Kak MPaBMAO, Xapak-
Tepu3yeTcs (POPMMPOBAHMEM OMYXOAEMOAODHbIX CKAEPO3MPYIOWNX 04aroB. AnddepeHLmnarbHbIi AMarHo3 Npu NopaxeHnn opou-
Tbl Npn 1gG4—-A3 AOBOALHO OBWIMPHBIM M BKAIOHYAeT Takne 3aboAeBaHus, Kak SHAOKPUHHAA obTaAbMOMNaThs, CApKOMAO3, rpaHyAe-
MaTO3 C MOAMAHIMUTOM, MAMOMNATUYECKOE BOCMaAeHne opbuTbl, AuMponpoAndepaTnBHbie 3aboAeBaHns 1 Ap. B cTaTbe npeacTas-
A€H KAMHMuecknin caydai 1IgG4—A3 ¢ nopaxeHnem HECKOAbKMX OPraHOB-MULIEHER 1 CAOXKHbBIM A {epeHLMarbHbIM AUArHO30M.
ITOT KAMHUHECKUI MPUMEP SBASETCS AEMOHCTPaUMeit AOCTaTOYHO HeobbluHoi MaHnpecTaumn IgG4—-A3, npu KOTOPOIt BeAy WM
nposiBAeHnemM BbIAO MopaxkeHne opobUT, CXoxee C TaKOBbIM NMPU SHAOKPUHHOM opTaAbmonaThn. B TedeHne AAMTEABHOrO BpemeHM
CMCTEMHbIF NPOLIECC He OblA pacrno3HaH, 1 TOAbKO MOCAE MPOBEAEHUS BMONCUU AHOMAABHO YBEAMYEHHOM CAE3HOM XeAe3bl ObIA0
anardoctnpoBaHo 1gG4-A3. AnpepeHumnabHbIit AMArHo3 MPOBOAMAK C APYTMMM CUCTEMHBIMK 3a00AEBAHUAMM, B MEPBYIO OYe-
peAb rpaHyA€MaTO30M C MOAMAHTMUTOM M CApPKOMAO30M, a Takxke C AMM(OMOI. AaHHble 6MONCHUK B NPEACTAaBAEHHOM CAyYae Co-
OTBETCTBOBAAM «30AOTOMY CTaHAApTy» anarHosa IgG4-A3, T.e. boaee 40% naasmaTyeckmnx KAeTok bbian 1gG4-no3uTuBHbL. ITOT
CAy4Yait AGMOHCTPUPYET HEODXOAMMOCTb MPOBEAEHNS BDUOMCHM NATOAOTMHECKM U3MEHEHHbIX TKaHein OpOuTbl AO Ha3HaYeHUS UM-
MYHOCYNPECCUBHOIO AeHeHUst BO M3DexaHue OWMbOK B BbIDOPE TaKTUKM A€YEeHMS MauneHTa.

KAtoueBble cAOBa: BocriaAuTeAbHble 3aboAeBaHMsi OpOUTBI, JHAOKPHHHas opTarbmonatus, IgG4- accoummnpoBaHHoe 3aboreBaHMe,
rnopaxeHue opouUTbI, ayTOMMMYHHBIFA TUPEOMANT, KAMHUHYECKMI CAyYa.

IgG4-associated disease in differential diagnosis of inflammatory orbitopathy.
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1gG4-associated disease (IgG4-RD) is a systemic inflammatory disease characterized by tumorlike sclerosing masses in different
organs. Differential diagnosis in orbital 1IgG4-RD includes majority of conditions, such as thyroid eye disease (TED), sarcoidosis,
granulomatosis with polyangiitis, idiopatic orbital inflammation, limphoproliferative diseases and others. A case of IgG4-RD with
different organs involvement and complicated differential diagnosis is presented. This case demonstrates very uncommon mani-
festation of 1gG4-RD, when orbital involvement was very similar with TED. Systemic process was not recognized during a long
period of time and diagnosis of 1IgG4-RD was established only after biopsy of abnormally increased lacrimal gland. Differential
diagnosis included other systemic diseases, first of all sarcoidosis, GPA, and lymphoma. Biopsy results were consistent with the
gold standard of diagnosis, e. g. more than 40% of plasma cells were IgG4 positive. This case demonstrates the necessity of orbital
biopsy before starting immunosuppression to avoid inappropriate treatment strategy.
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AKTyaAbHOCTb

IgG4-accoumupoBanHoe 3a6oneBanue (IgG4—A3) —
3TO CUCTEMHOE BOCIIAJIUTENIbHOE 3a00JIeBaHUE, KOTOPOE,
Kak MpaBUJjIo, XapakTepusyeTcs: (popMUPOBAHUEM OITYXO-
JIETIONOOHBIX CKJIepo3upyolux odaros [ 1]. Takue ouaru
MOTYT JIOKQJIU30BaThCS MPAKTUYECKU B JTIOOOM OpraHe:
OIMKCAHO BOBJICYEHUE TTOMXKETyTOYHON XKeJe3bl, Ieye-
HU, IIIUTOBUIHOM XeJe3bl, TeNnaTo-0MLTUapHON CUCTe-
MbI, 20PThI, 3a0PIOIIMHHOTO MPOCTPAHCTBA U TNUMbATH-
YECKUX Y3710B. B 00;1aCTH rOJI0BBI U 1lIeU TOJOOHBIE OYaru
BOCMAJIEHUSI MOTYT BCTPEYATHCS B MO3TOBBIX 000JI0UKAX,
runoduse, CIIOHHBIX XeJIe3aX, OKOJJOHOCOBBIX Ma3yXax
u cpenHeM yxe. Cpeau Ti1a3HbIX MPOSBICHUNA TUMAY-

HBIM SIBJISIETCS] BOBJICUEHUE CJIE3HON XeJe3bl, IKCTpa-
OKYJISIPHBIX MBI Y MSATKHAX TKaHE OpOUTHI, a TaKXKe
6oJiee penKo MopaxarTcs BEKA U HOCOCTIE3HbIN MTPOTOK.

HuddepeHunanbHblii AUarHO3 MIPU MTOPAXKEHUUN Op-
outsl npu [gG4—A3 10BOJIBHO OOLIMPHBIN U BKJIOYA-
€T Takue 3a00JIeBaHUs, KaK SHIOKPUHHAs o TabMoIIa-
tus (B0I1), capkonnos, rpaHyIeMaTo3 C MOJIUAHTUATOM
(I'TTA), nanonaTuyeckoe BocrajgeHue opouTsI, TUMbO-
npoiudepaTuBHbIe 3a001eBanus U Ap. [TockombKy sK30(h-
TaJIbM SIBJISIETCS YacThiM cuMmiitomoM npu IgG4—A3 ¢ no-
paxkeHUeM OpOUTBI, SHAOKPUHOJIOT MOXET OBITh TEPBBIM
CIIELIMATIMCTOM, K KOTOPOMY MTOMAJAeT MallUeHT C JAHHON
narojorueil. YToosl n36exXaTh TUArHOCTUYECKUX OLIU-
00K, HEOOXOAUM TIIATEbHBII TOAXO K COOpY aHaMHe3a
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U OLIEHKE OOBEKTUBHBIX JAHHBIX. YUUTHIBAsI CUCTEMHBII
XapakTep MaToJIOTMYECKOTo Tpoliecca, BOBICUEHNE pa3-
JINYHBIX OPTAHOB U MHOTO00pa3ue CUMIITOMOB, OMHUMU
13 BaXHEUIINX (PAKTOPOB YCHEIITHON AMATHOCTUKY U Jie-
yeHus IgG4—A3 aBisgi0TCs TeCHOE B3aMMOJEICTBUE Bpa-
Yyeil pa3IMYHBIX CIIEHUATBHOCTEN Y MEXIUCIIUTIIMHAD-
HbIIA TTOAXOJ K MPUHSTHIO KIMHAYECKUX PELICHUIA.

Hwxe npusonum kinuHuyeckuii ciaydait [gG4—A3 ¢
MOPaK€HUEM HECKOJIbKUX OPTaHOB-MUIIEHEN U CI0X-
HBIM qUudGepeHIInaTbHBIM JUATHO30M.

Onucanue cayvas

IMaunnenTtka M. mocrymmuia B ®IT'BY «MHULI sHmo-
KpuHoJorun» Munsapasa Poccuu ¢ quarHo3om «AyTo-
WMMYHHbIV TUPEOUAUT, SHIPOKPUHHAS OPTAIBMOIIATUS
(DOIT)», ¢ xxamobaMu Ha CHUKEHUE 3peHUs], BbITISIYMBa-
HUeE TJIa3HbIX SI0JI0K, OTEKU BEK, CJIe30TeYEHUE, TBOCHMUE,
IUCcKOMMOPT U 60U B r1a3ax, yXyAllleHUe MaMsITH, Obl-
CTPYIO YTOMJISIEMOCTb.

[TanuenTka cuutaet cedst 00IbHOIK C MOMEHTA, KOT-
J1a 3 rofa Ha3az MOSIBUJICS. MAJIOTIPOAYKTUBHBIN Kallleb,
ToBbITIIeHUE TemTiepatyphl Tenna a0 40°. [pu peHTreHo-
rpaduu U MyJIbTUCTIUPATBHON KOMITBIOTEPHOI TOMO-
rpacduu (MCKT) opraHoB rpyqHON KJIETKA BBISIBICHBI
O4YaroBble U3MEHEHUS B JIETKUX, TUMpaneHomnarus. [1o
MECTY XUTEJIbCTBA MTPOBOAWIACH AaHTUOAKTepUaIbHas
Tepanus 6e3 addekra, ucKoyaics Tyoepkye3 (Kox-
Hble MPOOBI oTpuLiatesibHbIe). [Tocie HeomHOKpaTHOMI
CMEHBbI aHTUOAKTEPUATIBHBIX MpenapaToB TeMIepaTypa
TeJla HOpMaIn30Bajlach, OMHAKO OYarOBbIE U3MEHEHUS
B JIETKUX U TUMGaIeHONAaTUsI COXPAHSUIUCh. [lanueHT-
Ka Obl1a KOHCYIBTUPOBAaHA OHKOJIoraMu. HeogHokpaTtHO
MpOoBOAUIACHE OPOHXOCKOIUS 6e3 crienuduyecKoit Kkap-
TUHBIL. C TOTO X€ BpEMEHU OTMEYAET MOSIBJIEHUE CJIE30-
TOYMBOCTU, HAPYIIEHUS 3peHUsT (IBOEHNE), OTEYHOCTh
BEpPXHUX BeK, 3K30(TasibM (60blie cripasa). Cnenudu-
YECKOTO JIeUEeHUSI He noydyaia. B TeueHue 3 et coctosi-
HUE ObUIO CTAOUJIbHBIM, IOCTOSTHHO OTMEYAJIOCh YBEJIHU -
YEHUE MOAYETIOCTHBIX TUM(DATUYECKHUX Y3JI0B ¢ (PopMU-
pPOBaHKEM CBUILEH U OTAeNsieMbIM U3 HUX. COXpaHsSUTUCh
5K30(TaJIbM U OTEYHOCTh BeK. CIycTs 3 To1a COCTOSTHUE
CTaJIo yXYHOILIAThCS. YUUTHIBAS HAIUYUE K30 TaabMa,
ObUIO TPOBEACHO OOCIeNOBaHNE IUTOBUIHON XKeJIe3bl
(III2K). BeisiBIeHO MOBBIIIEHWE TUTPA AaHTUTEN K TUPO-
niepokcunase (TT10) no 40 ME /M (HopMa 1o 5,6), mo-
BBILIIEHUE TUTpa aHTUTEN K Tupeorsiodoyauny (TT) no
326,5 ME/Mxa (Hopma 110 4,1), UBMEHEHUSI 3XOCTPYKTY-
po1 2K, npu HopMmanbHBIX TToKa3atensax ¢dyHkimu K
KOHILIeHTpa1us TupeorpornHoro ropmonHa (TTT') cocraBu-
na 1,6 MME/n (Hopma 0,3-4,0). YautbiBast HaTU4Ime 9K-
30 TasibMa, MOBbILLIEHUE conepxaHus antutea Kk TTIO u
TT, ra3zHast maToJIOrusl pacleHUBAIACh B paMKax 3HI0-
KpUHHOTrO reHe3a. [1pu nmoBTopHOil (hruGpoOPOHXOCKO-
MUY TTATOJOTUU OPOHXUATBHOTO IepeBa HE BBISIBJIICHO.
ITpu MCKT opraHoB rpyaHOM KJI€TKHU BbISIBJIEHO OUCCE-
MUWHHUPOBAHHOE TTOpaXeHue, OpoHxoaneHUT. [IoBTopHO
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ocMoTpeHa (ptusuaTpom, rpoda MaHTy, AMaCKUH-TECT
oTpuuarenbHbie. [IpoBeneHa GUoOICUs JIETKOTO U JIUM-
datrueckux y3noB. [Ipr MaTorucTosIornueckom uccie-
JOBAaHWU: XPOHUYECKASI UHTEPCTULIMATIbHAS THEBMOHUS
C THEBMOCKJIEPO30M U TeMOpPparusiMu, TUnepIuiacTuie-
ckasg nuMmdaneHonaTrs peakTUuBHOro xapakrepa. [1po-
BOJIWJIACH AaHTUOAKTEpUATbHAS U MYKOJIMTHUYECKAS Te-
panus, 6e3 addekra (COXpaHEeHUE 0YaroB).

Yepes 6 Mec 1ociie Havasia yXyaleHUs] OTMETHIA To-
SIBJIEHUE BBIPAXXEHHOTO K30 TabMa, 00Jieii B TPOEeKIUU
MpaBoOil OPOUTHI, CIE30TEUeHUS, OTEKOB BeK. KoHueH-
Tpalus TUPEOUAHBIX TOPMOHOB ObLIa B MIpe/esiax HOp-
Mol (TTT 1,22 MME/n, cBo6onnoro T4 12,5 nmmonb/i),
conepxaHue aHturena K peuenropy TTI cocrasisiia
0,3 ME/n. OTmMeuanuch HeOOIbIIOE TIPEBBIIIIEHNE CO-
nepxanust antutes K TT1O no 22,7 ME/mM (ripu HOp-
Me 10 5,6 ME/m), yBeanuenue oobema LK mo 21 cm?,
YMEpEeHHOE CHIDKEHNE 9XOTEHHOCTU C MHOXKECTBEHHBI-
MU MEJIKUMU TUTTIOXOTEHHBIMU 30HaMM, HEU3MEHEHHast
BackyJsipuzauus. [Ipy 00beKTUBHOM UCCIEIOBAHUU 00-
painany Ha ceds1 BHUMaHUE OTEeK BEK, 00Jiee BhIpaKEH-
HBII CIIpaBa, paCUIMPEeHUE SMUCKIIEPATIbHBIX COCYIOB,
JIBYCTOPOHHUI 9K30(pTabM, 0oJiee BEIPAKEHHbII CTIpaBa
(passrii a3 (OD) 26 MM, sieBbrii Ti1a3 (OS) 22 MMm), 3a-
TPyAHEHUE PEMTO3ULINU TJIa3HBIX SI0JI0K, BTOPUYHOE KO-
corjasue cjaeBa, HEeYeTKOCTh TPAaHUI 3PUTEbHOTO HEPBa
nipu obranbmockonuu (puc. 1). [Tposenena MCKT op-
ouTt: KT-kapTuHa BeipaxkeHHOTO 9K30(dTaabma, yToIle-
HUS TJ1a30[IBUTATEJIbHBIX MBI (HAPYKHOW U HUXXHEN
MPSIMBIX), 3HAYUTEJIbHOE YBEJIMYEHUE CIIE3HBIX XKeJe3
(crpasa 30,0x%15,8 mMm, cineBa 25,0x11,5 MM, Tipu HOp-
Me: guHa 5,4—12,9%2,7—6,5 MM), CTpyKTypa OTHOPOI -
Hasl, TUNIOTHOCTb CHMXKeHa: cripaBa 52 HU, ciesa 52 HU,
MPU3HAKY alTMKAJTBLHOTO CTYIIIEHUS cripaBa (puc. 2).

YuuteiBas NaHHBIE OPTATBMOIOTMYECKOTO 00CIen0-
BaHUSI, TIOIO3PEHNE Ha ONTUYECKYIO0 HEHpOTaThio, JaH-
Hble MCKT op06ut, oTcyTcTBUE yOeIUTEIbHBIX JaHHBIX
3a O0II, orcyrcTBre HapyieHus dbyHkuuu LK, 6pu10
PEKOMEHI0BaHO N000OCIe0BaHNUE IUISI YTOUHEHUS qU-
arHo3a B YCJIOBUSIX CEUUATU3UPOBAHHON oTaibMo-
Jjoruyeckoil KimHuku. [lanmeHTka O6bl1a HapaBjieHa B
OI'BHY «<HWUU I'nazHbix 6oe3Hel» 11 00CIe10BaHUS
U yTOUHEeHUs nuarHosa. [Ipu ocMoTpe oTMevyanuch n1By-
CTOPOHHUI, 0oJiee BBIPAXKEHHBIN CIIpaBa, 9K30(pTaibM
(OD 27 mMm, OS 22 mM), OTeK NepUOPOUTATBHBIX TKA-
Hell. [ToaBMKHOCTD MIa3HBIX SI0JI0K OTPAaHWYEHA, JIEBbII
J1a3 OTKJIOHEH B HOCOBYIO CTOPOHY Ha 10°, OMHOKYIsIp-
HOE IBOCHHUE BO BCEX MOJOXEHUSIX B3opa. BepxHee BeKo
crpaBa HE3HAYUTEIBHO OMYIIEHO B HAPYKHOW MOJIOBU-
He (S-o0pa3Has nedopmalivsi KOHTypa BEpPXHETO BeKa),
¢ 00erXx CTOPOH PEeTpaKIUs HIXKHUX BEK, Jarodraibma
He 0b110. ApdepeHTHBIV 3pauKOBbIii Ne(EeKT OTCYTCTBO-
BaJ1. [Ipu ocMoTpe T1a3HOTO JHA AUCK 3PUTETBHOTO He-
pBa 0JIeTHO-PO30BbIIA, TPAHULIBI YETKUE.

ITo naHHBIM 0(TAaTEMOJIOTMYECKOTO 00CIET0OBAHUS
¥ aHaMHe3a 3aMlo03peHO TTOPakeHNe OPOUTHI B paMKax
CHUCTEMHOTO 3a00JeBaHus. 11 UCKITIOUeHUSI CUCTEMHOM
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Puc. 2. MCKT op6uT (akcraAbHasi Npoekums) A0 AeueHusl. BbipaxkeH-
HOE YTOAIEHUE HAPYXXHOW MPSAMOV MbIlllbl, YBEAUHEHUE CAE3HbIX
xene3 (CTpeAkn).

pPEBMATUYECKOU MATOJIOTUY AMEHTKA ObljIa HaTIpaBJie-
Ha B pEBMATOJIOTUYECKOE OTAEJEHUE Y HUBEPCUTETCKOMN
KmHUYeckoit 60mbHUIIBI No 3 CeueHOBCKOTO YHUBEP-
cureta. [1o pe3yabratamMm NpoBeIEeHHOTO 00CIeI0BAHUS
He ObUIO OOHAPYXKEHO MPU3HAKOB CUCTEMHBIX BACKYJIH-
TOB U I GY3HBIX 3200JIEBaHUI COETMHUTEIBHON TKAHU
(B TOM umCIe capkonao3sa, bosnesnu lllerpeHa), a Takxke
OITYXOJIEBBIX U UH(PEKIIUOHHBIX MpoueccoB. [1o nTaHHBIM
MCKT opraHoB rpyIHOIi KJIETKU, HE BBISIBJIEHO JTUMba-
JNIEHOMAaTUu, KIIMHUYECKU He3HAUMMbIe O4aroBbie (pui-
OpO3HbIC YU UHTEPCTULIMATIbHbIE U3MEHEHUS (04aru 10
0,6 cm). 3nauyenust COD u CPb, AII®D 6putn B Tipee-
JlaxX HOpMaJIbHbIX 3HAYEHUI, COAEPKaHUE aHTUTEN K
npoTenHase-3, Muesjgonepokcruaase, SS-A, aHTUHYKIIe-
apHoro ¢axtopa, peBMaTOUIHOro (hakTopa He OTKJIO-
Hsutich OT HopMbl. Konuentpanus 1gG4 B chiBopoTke
KpoBHU ObUTa B HOpMe. [1o maHHBIM APYTUX KCCIeq0Ba-
HUIi, B TOM YuUCJie PAaCIIMPEHHOTO OHKOTIOMCKA, CKPU-
HUHTa Ha nHGbEKIUK, obcienoBaHus y cromarosora, KT
MPUAATOYHBIX TTa3yX HOCA U CPEAHEro yxa, TOJJOBHOTO
MO3ra, aHaJIM30B MOYH, 3J1eKTpodope3a 6eJIKOB KPOBU
1 MOYU C UMMYHOXUMUYECKUM UCCIEIOBAHUEM, CYIIIE-
CTBEHHBIX OTKJIOHEHU 00HapyXeHOo He 0bu10. O0CYyXK-
nanack Bo3aMoxXHocTh AHIIA-oTpunarensHoro I'TIA,
OITHAKO OTCYTCTBUE JAPYTUX TUTTMYHBIX OPTAHHBIX ITOpa-
XKEHU (B TOM YKCJIe BEPXHUX AbIXaTEeJIbHBIX YT, Op-
raHa ciyxa, mo4ek, nepugepruyeckoili HepBHOI CUCTe-
MbI), & TAKXKE JUTUTEJIbHBIN aHAMHE3 ITOPaXXeHUs OpraHa
3peHUS U JIeTKUX 0€3 CUCTEMHOIO MPOTPECCUPOBAHUS,
HECMOTpSI Ha OTCYTCTBUE TTOCTOSTHHOW UMMYHOCYTIPEC-
CHUBHOW Teparnuu, Ieajao 3TO MPearoI0XeHe MaToBe-
posTHBIM. ISt BepuduKaluy 1uarHos3a, onpenesieHus
TaKTUKU BEAEHUS ObUIA BBIITOJTHEHA TPAHCKYTaHHAsI OU-
OIICUSI CJIE3HOM KeJIe3bl.

IIpu rUCTOIOTUYECKOM UCCIIETOBAHUU BbISIBICHBI
(parmeHTHl YUOPO3HOI TKAHU CO CTPYKTYpaMU CJIE3-
HO >KeJie3bl, MHOTOYUCIEHHBIMU TUMGbOUTHBIMU (POJT-
JIUKYJIAMU C IIIUPOKUMU LIEHTPAMU PA3MHOXEHUS; TPU-
CYTCTBOBAJIU TIACTHI 3PEJIbIX MIIA3MATUYECKUX KIIETOK,
pPAacCIONOXEHHBIX NapadOJUTUKYASIPHO, TEPULYKTATb-
HO, YaCTh U3 HUX — UHTPADOJTUKYISPHO, C TPUMECHIO
903MHOMDWIBHBIX TPAHYJIOIIUTOB (puC. 3, 4).

CASE REPORT

Puc. 10. KT opout (akcaAbHasi mpoekuus) Ha Cpoke AeyeHus
10 mec. 3HauMTEeAbHOE YMEHBLIEHUE MOMEPEYHNKA HApPYXXHbIX Npsi-
MBbIX MBIILLL U CA€3HBIX XKeAe3 (CTpeAkwu).

B uensax nposeaeHus nuddepeHunaibHol nua-
rHocTuku Mexny MALT-tkaneio, MALT-numdomoit
u IgG4-cBga3aHHBIM 3200JieBaHUEM ObLIO MPOBEACHO
umMmyHoructoxumuueckoe (MI'X) uccnenosanue. [Mpu
UTI'X-uccnenoBaHuu: (GOJIUKYIBI YETKO OYEPUYECHBI
CD20+ (puc. 5), cBetbie ueHTpHI pazMHOxXeHust CD10-
no3utuBHbl, BCL-2-HeraTuBHbI; MHTEPGHOJUTUKYISIPHO
npeobnanaroT T-kinetku CD3+ (puc. 6). Knetku num-
dounHoro nponudepata He sKcnpeccupyioT MNDA —
MUEJIOUIHBIN SIepHbII Tu( depeHITMPOBOYHBIN AHTUTEH
(«BHYTPEHHMI1» TTIO3UTUBHBIN KOHTPOJIb — TUCTUOLINTHI).
B yuacTkax cKOTUIeHU 3pENbIX TNIa3MaTUYECKUX KIETOK
cootHomeHue 1gG4/I1gG >40% (puc. 7—12); 1gG u IgG4-
TO3UTUBHBIE 3PEJIble KJIETKU PACOJIOKEHBI B TOM YHUC-
Jie uHTpadouKynsipHo. Takum o6pazom, Mopdhoioru-
yeckast KaptuHa u fanusie UT'X-nccienoBanus cBume-
TeJbCTBOBAIHU B O3y 1g(G4-cBsI3aHHOTO 3a00JIeBaHUS
(IgG4-cBst3anHOTO HakpuoaneHuTa/IgG4-cBsI3aHHOTO
BOCTIAJIEHUS] OPOUTHI, CHHOHUM — MYJIbTU(DOKATbHBINI
CKJIepo3 opour) [2].

C yyeToM pe3yibTaTOB MOP(POIOTUYECKOTO UCCIIe-
JIOBAHMS, YIUTHIBAsI COXpPAaHEHNE aKTUBHOTO OPOUTATb-
HOTO BOCTIJIEHUSI, YTPOXKAIOIIIET0 He0OpaTUMOI yTpaToi
3penust, peemaronoramu YKbB Ne3 CeueHoBckoro Yau-
BepcUTeTa ObUTU Ha3HAYEHBI TTIOKOKOPTUKOUIBI MEPO-
paibHO B o3e 40 Mr/cyT (110 TIpeTHU30JI0HY) Ha 4 HeJl C
MOCJIEAYIOIINM MOCTENIEHHBIM CHUXXEHUEM TO3UPOBKMU.

B pesynbraTe UMMYHOCYITPECCUBHOTO JIEYEHUST OTME-
YeHa BbIpaXXeHHasl MOJIOXKUTEIbHAS TUHAMUKA: YMEHb-
meHne 9K30(pTambMa, peTpakiiuy HUKHUX BEK, perpec-
CUSI KOCOTJIa3usl, OMHOKYJISIPHOTO IBOEHUSI U TIEPUOP-
OouTanbHbBIX 0TeKOB (puc. 9, 10). Jlarodransm Ha IpaBoM
a3y He peructpupyercs. Ha cpoke Habmonenus 10 mec
peMUCCHS BOCHATUTEIBHOTO Mpoliecca B OpOUTe coxpa-
HSJIaCh HA MTOAEPXKUBAIOLIEH 103€ TIIIOKOKOPTUKOUIOB.

OpnHako uepe3 | rox jgeyeHus: Ha PoHE CHUKEHUS
JTO3BI TIPETHU30JIOHA IO 5 MT/CyT TTOSIBWJINCH TTPU3HAKHU
peunauBa 3a001eBaHus. Y TAUEHTKA BHOBb MOSIBUIUCH
OTEKM BEK, MOBBICWIOCH conepxkaHne C-peakTUBHOTO
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Oenka. B cBS3U ¢ penuanBOM 1032 IPEAHU30JI0HA ObUTa
noBbineHa 0 20 mMr/cyt, Ha hoHe Yero ObiIa OBICTPO
JIOCTUTHYTa pemMuccusi 3adoneBanus. B nanbHelieM Ha
(oHe CHIXKEeHUS 03B! IITIOKOKOPTUKOUIOB COXPAHSIACH
CTOMKas JUIUTEeJIbHAS PEMUCCHUS 3a00JIEBaHUS.

Oo6cyxaeHune

B xnmuHM4yeckoM ciydae mpencTaBiieHa alueHTKa ¢
IgG4—A3 c BoBNIEUEHHEM B TATOJIOTUYECKUIA BOCTAIM -
TEJILHBIN TIPOIIECC TKaHEeH OpOUTHI (BKITIOYAsT TIPSIMBbIC
[J1a30[[BUTATEIbHBIE MBIIIIIBI), TUMGbATUIECKUX y3JI0B,
TIPEATOIOXUTETHHO ayTOMMMYHHOM TTaTOJIOTUM IIIUTO-
BUIIHON XeJie3bl (MoBbllIeHUe ypoBHS aHTuTen K TI1O,
n3MeHeHus 3xocTpykTyphl LK), OgHako oTcyTcTBUE
HapyueHus dbyHkuuu 2K He mo3Bonuio Bepuduim-
pOBaTh TAHHYIO TTATOJIOTUIO.

IgG4—A3 oTHOCUTETHLHO HEJABHO OBLUIO BBIIEIECHO B
OTIEJIbHYIO Ho30J0Tn4ecKyto hopmy u 1o 2003 r. He pac-
cMaTpuBaiock Kak cucteMHoe [5]. [gG4—A3 asnsiercs
JIOKAQJTU30BAaHHBIM WIA MYJIbTUOPTAHHBIM MPOLIECCOM C
BBIPAXXEHHOM JIMMGbOIIIa3MOLIUTAPHON MHGUIBTPALIUEH,
«MyapoBBIM» (PUOPO30M C TTOCIIEAYIONIUMU SIBJICHUSIMU
obuTepupyoliero ¢haeduTa, MOBLIIIEHHBIM TKAHEBBIM
conepxanveM 1gG4-TO3UTUBHBIX M1a3MOLIUTOB (>40%)
M 4acTo TMOBBIIIEHHOU CHIBOPOTOYHOM cekpeuuein IgG4
(>135 Mr/m), 9TO COIpoBOXImaeTcs akTuBamueir Th2
KJIeTOK ¢ cekpenneit IgE, aktuBanueit kackama mpoBoc-
MaJIUTETbHBIX U TPOOUOPOTUYECKUX IIUTOKUHOB [6—8].

B maronoruveckuii mpoiecc MOTYT OBITH BOBJIEUE-
HBI JIIOObIe TKAaHU, U B Pe3yJIbTaTe B MOPaXXEHHBIX Opra-
Hax pa3BuBaloTcst pudbposHbie uaMeHeHus [1]. Tepmun
«IgG4—A3» 06beanHsIeT HeCKOJIbKO 3a00JIeBaHU M, OTTH-
CaHHBIX MHOTO JIET Ha3aJl MO Pa3JIMYHBIMU Ha3BAHUSI -
MU B 3aBUCUMOCTH OT TTIOPaKEHHOTO OpraHa («CUHIPOM
Mukynuda», «TUpEOUNT Pumesns» u «peTporepuToHe-
aJbHBbIN pudpo3»). [TopakeHue opouTsl B pamkax IgG4—
A3 sBisieTcsl TUTTMYHBIM TIPOSIBJIEHUEM 3a00JIeBaHUs
u BcTpeuvaercs B 3,6—12,5% ciyyaeB, HauboJjee 4acTo
(62%) B MaTOJOTMYECKUIA TIPOLIECC BOBJIEKAETCS ClIe3-
Has xene3a [3, 4, 6, 9, 10]. [1pu BoBIeUeHNM SKCTPAO-
KysipHbIX MbI KT-KapTuHa oT/iMyaeTcst OT TaKOBOM
nipu DOII, npu KoTopoii Hanbosee 4YacTo B MaTOJIOTUYe-
CKUI1 TIPOIIECC BOBJIEKAIOTCS HUXKHSIST U MeMaTbHAs TIPsi-
Mble MbIIIB [11]. B Hamem ciydae HanboIbIIMM U3Me-
HEHUSIM ObUIU TTOABEPTHYTHI HAPYKHBIE TIPSIMbIE MBI -
1IbI, pa3Mep KOTOPBIX HAMHOTO TIPEBOCXOMIUIT Pa3MepPhl
OCTaJIbHBIX 9KCTPAOKYJISIPHBIX MBIIIIII.

DTOT KIMHUYECKUI TIPUMED SIBJISIETCS IEMOHCTpa-
11el 10cTaToOuYHO HeoObIYHON MaHubecTauu [gG4—
A3, Ipu KOTOPO¥ BeIyLIUM MPOSIBIEHUEM OBLIO MO-
paxeHue opouT, cxoxee ¢ TakoBbIM fpu DOII. B te-
YeHUEe IJIUTETbHOTO BPeMEHU CUCTEMHBIN TIpOIIece He
OBLT pacIio3HaH, U TOJIBKO TOCTIE TIPOBEACHUsT OMOTICUU
YBEJIMYEHHOM CIIe3HOM XeJie3bl ObUIO JUAarHOCTUPOBA-
Ho IgG4—A3. JuddepeHInaibHbIil TMarHO3 MPOBO-
JIAJTA C IPYTUMU CUCTEMHBIMU 3a00JIEBAHUSIMHA, B TIep-

DOI: https://doi.org/10.14341/probl10223

By10 ouepenn ['TIA u capkonmo3om, a Takke TMMGOMOIA.
HaHHble OUOTICUY B IPEACTABIIEHHOM CJIy4ae COOTBET-
CTBOBAJIN «30JI0TOMY CTaHAapTy» nuarHosa IgG4—A3,
T.e. 6onee 40% mnazmMaTUYecKUX KieTok Obuu 1gG4
TO3UTUBHBI.

B uenom opbutonaruto B pamkax [gG4—A3 u3-3a
CXOXeW KIIMHUYECKOW KapTUHBI MOXHO JIETKO Mepe-
nytath ¢ DOIl. CoMHeHUSs NOJKHBI BBI3bIBATH CIydYau
DOII ¢ syTupeounHoit opouTonaTueii, HexapakTepHOMI
KT-xapTuHoii (yBeIMUYEHUE CIE3HBIX XKeJie3, BOBICUCHUE
«HEXapaKTEPHBIX» IKCTPAOKYJISIPHBIX MBIIILL, «ILTIOC»-
TKaHb B opoute). Kpome Toro, BaxkHo 00paiath BHUMA-
HUE Ha HAJIMYUE KaKUX-JIMOO CUCTEMHBIX MPOSBICHUN
BOCTIAJICHUS U BOBJICUEHUS IPYTUX OPTaHOB.

Hns unnykuuu pemuccuu npu IgG4—A3 npemnapa-
TOM NIEPBOU JIMHUU SIBJISIOTCS TIIOKOKOPTUKOUIBI, IIPU-
MEHEHUE KOTOPBIX, KaK MPaBUJIO, TPUBOAUT K OYEHB ObI-
CTpOMY (B T€UEHUE HECKOJbKUX HEAEb) YIYYIIEHUIO
coctosguus [12]. ITpu DOII rmoKOKOPTUKOUIBI TAKXKe
SIBJISIIOTCS JieyeHreM Bbioopa. OTHAaKO B TIOCJIEAHEM CITY-
Yae MX Ha3HAvyaloT B BBICOKUX 103ax (IyJIbC-Tepanus) B
TE€UeHUE HEMTPOJIO/KUTEIbHOTO BpeMeHHU. [TomobHas cxe-
Ma B cinyuae [gG4—A3 npuBesa Obl K BEIPaKEHHOM MOJI0-
KUTETbHON TUHAMUKE (3a4acTylo f1axe 0oJiee BbIpaXeH-
Hoii, yeM nipu DOIT), ogHAaKO 3TOT cTapTOBBIA 3P deKT
MpU OTMEHE MIIOKOKOPTUKOUAOB ObLT ObI HECTAOMITb-
HBIM, 4TO MPUBEJO Obl K peUUAUBY BocmajeHus. [1pu
1gG4—A3 UMMYHOCYITPECCUBHOE JIEYEHUE TOJKHO OBITh
JUTUTEJIBHBIM C TTIOCTETIEHHBIM CHUXXEHUEM J03bI TJIIOKO-
KOPTUKOUTHBIX TOPMOHOB. OTHAKO B HEKOTOPBIX ClTyda-
SIX JUTSL HOCTVKEHUST PEMUCCUM TPeOYeTCs] HECKOJIBKO Me-
cs1eB, U 9G@EKT NIIOKOKOPTUKOUIHBIX TOPMOHOB He-
JIOCTAaTOYEH WX BOOOIIE OTCYTCTBYET. B Takux ciydasix
PE3UCTEHTHOCTHU K TITIOKOKOPTUKOUIAM WA TTPOTUBO-
MOKa3aHUli K HUM MpernapaToM BbIOOpaA SBISIETCS pU-
TykcuMao [13]. B Hamiem ciryyae iedeHre MIIoKOKOPTHU-
KOUJHBIMUA TOPMOHAMU ObLTI0 3 GHEKTUBHBIM, OTHAKO
MPU CHUXEHUU J03bI 10 5 MT OTMEYascs peluanuB, 4TO
MoTpeOdOBaIO MOBBIIEHUS O3Bl MMpenapaTa ¢ mocaeny-
IOIIM CHVKEHUEM 10 TIOJIEPKUBAOIIETO YPOBHS B Te-
YEHUE IJTUTETbHOTO BPEMEHU.

3akAloueHue

ITocranoBka ommbouyHoro auarHosa npu IgG4—A3
MOXET UMETh Cepbe3HbIe MOCIEACTBUS, KOTAA MpU pe-
LUAMBE BOCMAJEHUSI B CBSI3U C Pe3KOK OTMEHOU TJII0-
KOKOPTUKOUAOB MallMEHTY MOTJia Obl ObITh BHITTOJHEHA
KOCTHasl 1eKOMITpeccusi OpOUThI WU MPOBEAeHA JTyde-
Bas Teparnus. UMeHHO IT03TOMY B HETUITMYHBIX CIydasix
DOII BaxXHO MpUBIEKaTh K MPOBENCHUIO TMAarHOCTUKU
M JIEYEHUIO CITeLIMAIMCTOB Pa3HOTO MPOodUIsl, BKJIIOYast
He TOJIbKO SHIIOKPUHOJIOTOB, 0(hTaTbMOJIOTOB, HO 1 PEB-
MaToJIOTOB, UMMYHOJIOroB, MopdoJjioros. [TpoBeneHue
OMOINCHUM TTATOJOTMYECKU UBMEHEHHBIX TKaHEe OpOUTbI
B 9TUX CJIydasix BCeraa I0KHO MpealecTBOBAaTh Ha3Ha-
YEeHUI0 UMMYHOCYIIPECCUBHOTO JIEUYEHUSI.
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AonoAHuteabHast uHdopmaums

,Z[OIIOJIHHTEJII:H])IE MaTrepuaJibl K CTaThe

Puc. 1. BuemHuii B NAUMEHTKH /10 JeYeHUs:

a — BuJ aHpac, ABYCTOPOHHUIT 9K30(hTaibM (00JIbllIE BBIPAXEH CIIpaBa), 330TPOIUS cieBa; O — BUJL C 3aIIPOKMHYTOM IrOJI0BOM.
JlocTyneH Ha uBeTHO# BKJeiike U B cetu MHTepHer: https://doi.org/10.14341/probl10223-4020

Puc. 3. JIHM(bOl/lHHaﬂ l/lH(lJl/lJ'll)TpalIl/lﬂ TKAHM CJIE3HOI XKeJie3bl npeacrabjieHa MHOTOYMC/ICHHBIMU BTOPUYHBIMH (l)OJ'lJ'lP[KyJ'laMﬂ.

Okpacka reMaTOKCUJIMHOM U 303MHOM (YB. X25).

JlocTyneH Ha nBeTHOI BKJeiike u B cetn MTepHeT: https://doi.org/10.14341/probl10223-4022

Puc. 4. YaacTKH 3pe/IOKIE€TOYHO# IJIa3MOKJIETOYHON HHGDHILTPALMH C TPUMECHI0 S03UHO(DMIBHBIX TPAHYJIOLHUTOB.

OKkpacka reMaTOKCHJIMHOM M 303MHOM (yB. X200).

JlocTyneH Ha BEeTHO# BKJIeiike U B ceTu MHTepHer: https://doi.org/10.14341/probl10223-4023

Puc. 5. Iumpouanbie oMKy IbI HpeICTABIEHbI YeTKO 0YepyeHHbIMU B-KieTounbivu cTpyktypamu. Peakuus ¢ antutenamu k CD20.

NmmyHobepmeHTHBI MeToz (YB. X 100).

JlocTyneH Ha nBeTHOI BKJIeiike u B cetn MinTepHeT: https://doi.org/10.14341/probl10223-4024

Puc. 6. Nnrepdomkyispro npeodaanaot T-kieTkn. Peakuus ¢ anturenamu k CD3.

NmmyHobepmeHTHBI MeTon (yB. X 100).

JlocTyneH Ha nBeTHOIi BKJeiike u B cetn MnTepHeT: https://doi.org/10.14341/probl10223-4025

Puc. 7. TLnacTbl 3peJibIX IJIa3MaTHYECKUX KJIETOK IKcnpeccupyior IgG.
NmmyHobepmeHTHBIM MeTox (YB. X200).

JlocTyneH Ha nBeTHOI BKJIeiiKe u B cetn ViHTepHeT: https://doi.org/10.14341/probl10223-4026

Puc. 8. TlnacTsl 3pebIX IIA3MATHYECKHX KJIETOK Kcnpeccupyot 1gG4 (1gG/1gG4>40%).

NmmyHobepmeHTHBI MeTon (YB. %200).

JlocTyneH Ha nBeTHOI BKJIeiike u B cetn FHTepHeT: https://doi.org/10.14341/probl10223-4027

Puc. 9. Buemnuii BuI nanueHTKy yepe3 10 Mec mocJjie Hayaia Tepanuu.

I'maza PacCIIOJIOKEHBI IIPABUJIBHO: 4 — BUL aH(bac, OPTOTpPOITUS, CIIpaBa COXpaHsJICA MUWHUMAaJbHBIA NITO3 BEPXHETO BEKaA,

0 — BUJI C 3aITPOKUHYTOI1 TOJIOBOI, 9K30(DTaIbM OTCYTCTBYET.

JlocTyneH Ha BEeTHO# BKJIeiike U B ceTd MHTepHeT: https://doi.org/10.14341/probl10223-4028

Hcroynuk punancupoBanus. laHHas paboTta BbIIIOJIHEHA TTPU (DUHAH-
coBoii moaaepxke Poccuiickoro HayuHoro donaa (rpant PH® Nel7-
75-30035).

Coraacue nanuenta. [launeHTka 106poOBOJBbHO Toanucana nHOop-
MHPOBAHHOE COTJIacHe Ha MyGIMKAIUIO MePCOHATbHON MEIULIMH-
ckoii uHdopmarmu B xypHaie «[Ipo6ieMbl 3HIOKPUHOJIOTUN» B 00€3-
JIMYEHHOM (hopme.

VYyactue asropos: 51.0. I'pywa, [I.C. MicmanioBa — npoBeaeHue od-
TaJIbMOJOTUYECKOTO MCCIeIOBAaHUSI, OUOTICUU CIIE3HOI KeJe3bl;
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H.}O. CBupuneHKo — mpoBeieHUe SHAOKPUHOJOTUYECKOTO UCCIIEN0-
BaHust; [1.M. HoBUKOB — npoBeneHue JieueHus! ITI0KOKOPTUKOUAAMMU;
A.M. KoBpuruHa — rnpoBeJeHue rucToI0rMYeCKOro 1 MMMYHOTUCTO-
XMUMHMYECKOTO MCCIEA0BAHUSI.
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TEHLHATbHBIX KOH(MIMKTOB MHTEPECOB, CBSI3AHHBIX C MyOaMKaluen
HACTOSILLEN CTaTbU.
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K cratbe 4.0. Ipywu u coasm. «1gG4-acconuupoBanHoe 3a00;1eBanue B 1uddepeHnuaIbHOM
JUATHOCTHKE BOCHAIUTEIbHBIX OPOUTONATHII»

a

Puc. 1. BHelWIHW BUA MALMEHTKU A0 A€YEHUs::
a — Bun aHdac, 1ByCTOPOHHMIA 9K30(TaIbM (OObILE BHIPAXKeH CIIpaBa), 30TPOIHsI cieBa; 6 — BUI C 3alPOKUHYTOI TOJIOBOM.

Puc. 3. Aumponanas UH(MABTPALUSI TKAHN CAE3HOM JKeAe-  Puc. 4. Y4acTKu 3pPeAOKAETOYHOW MAA3MOKAETOYHON WH-
3bl MPEACTABAEHA MHOTOUUCAEHHBIMU BTOPUUHBIMU (POAAM-  (DUABTPALIMM C NPUMECHIO F03UHO(PUALHBIX TPAHYAOLIUTOB.
KyAaMU. Okpacka reMaTOKCWJIMHOM 1 303MHOM (yB. X200).

Okpacka reMaTOKCUJIMHOM U 303MHOM (YB. X25).

Puc. 5. AumdpouaHble (POAAMKYAbI NpeAcTaBAeHbl 4eTko  Puc. 6. UHTephoaAuKyAspHO npeoOAasatoT T-kaeTku. Peak-
ouepueHHbIMU B-kAeTouHbIMKM cTpykTypamu. Peakuums ¢ an-  ums ¢ aHtuteaammn kK CD3.

Tuteaamu Kk CD20. MmmyHnodepmenTtHbiil MeTon (yB. X 100).

NmmyHodepmeHTHBIN MeTon (YB. X 100).

ﬁ



K cratbe 4.0. Ipywu u coasm. «1gG4-acconuupoBanHoe 3a00;eBanue B 1uddepeHIHaIbHOM
JUATHOCTHKE BOCHAJIUTEIbHbIX OPOUTONATHIA» (0KOHUAHUE)
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[igy 7.8

Puc. 7. TAaCTbl 3peAblx NAa3MaTUHECKUX KAETOK 3Kcnpeccu-  Puc. 8. MNAacTbl 3peablx NAa3MaTMHECKUX KAETOK 3KCNpeccu-
pytot IgG. pytot 1gG4 (1gG/18G4>40%).
WmmyHodepMeHTHBIN MeToz (YB. X200). NmmyHodepmeHTHBII MeTon (yB. X200).

a - o §)

Puc. 9. BHewHuit BuA naumeHTKn Yepes 10 mec nocae Havaaa Tepanuu. FAa3a pacnoAoXKeHbl NPABUALHO.
a — BUJ aHbac, OpTOTPOIKS, CIIpaBa COXPAHSUICS MMHUMAJIbHBIN MTO3 BEPXHETO BeKa; 6 — BUJI C 3aIPOKMHYTOM IOJIOBOM, 3K30(TalbM OTCYT-
CTBYET.
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