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Pesiome

BoineneHHbie HenaBHO uMMyHorIo0yIMH (Ig) G4-accounnpoBaHHbie 3a6oseBanust (IgG4-A3) npeacTaBisiioT 060l UMMYHO3aBUCUMOE COCTOSI -
HHE, KOTOPOe XapakTepusyeTcsi MHOUIbTpalMell mopaxeHHbIX opraHoB IgG4-1Mo3UTUBHBIMU T1a3MaTUYECKUMU KileTKaMu. M3oinrpoBaHHOE
BOBJICUCHUE JIETKUX HAOJIONACTCSI PEIKO, MPU BU3YAIU3AMKM OHO MOXET UMUTHPOBAThH 3JI0KAYeCTBEHHOE HOBOOOpPA30BaHUE U IMPEICTABIISIET
HeMaJible TPYAHOCTH MPU AUArHOCTUKE. B MpuBeneHHOM KIMHMYECKOM HaOMIOEHUN TIPOIEMOHCTPUPOBAH ciiydail usonrpoBanHoro 1gG4-A3
Jierkux y 16-1eTHero mopocTka co ciay4aifHo 0GHApYKEHHbIMU JABYCTOPOHHUMHU Y3JIOBBIMU M3MEHEHUSIMU HA PEHTIEHOIPAMME OPraHOB Iy~
HOI KJIETKU TIPH OTCYTCTBMU CUMITTOMOB. B CBSI3M C IMOI03peHreM Ha 3710Ka4eCTBEHHYIO MPUPOY BBISIBICHHBIX U3MEHEHUH y TIAllMeHTa BBITIOJI-
HEHBI XUPYPTrUYeCcKre BMEIIaTeIbcTBa, TP 9TOM ypoBeHb 1gG4 B CHIBOPOTKE KPOBU OBLIT B TIpe/ieiax HOPMbI. [ MCTOJIOrMYeCcKY BhIsSIBIIEHA 3HAYM -
TesbHasT TuMdOoIUIa3mMonuTapHas MHOUIbTpalus ¢ oopazoBaHueM JUMQPOUTHBIX (OJUTMKYIOB, MEePUOPOHXUANBHBIN (HUOPO3, obnuTepalus
cocynoB. [lo pesynbrataM UMMYHOTMCTOXMMMYECKOTO MCCIEA0BaHUS Moka3zaHa MHGUIbTpalus uHTepcTuius 1gG4-no3uTuBHBIMY T1a3MaTH-
YecKMMU KJieTKaMi. Ha OCHOBaHMM MPUBEIEHHOTO KIMHWUYECKOTO HAOJIONEHUST CIeIaH BBIBOM, YTO NMpH IuddepeHIMalIbHON TMarHoCcTuKe
1 O0HapYXeHUW HOMYJISIPHBIX 00pa3oBaHUil HA MOMEHT TTOCTAHOBKM JIMarHo3a u3oinupoBaHHoe IgG4-A3 yierkux HeoOXOIMMO paccMaTpuBaTh
JTaXe TPY OTCYTCTBUM KIIMHUIECKUX CUMIITOMOB CO CTOPOHBI IPYTHX OPTaHOB.

KnroyeBbie cioBa: MMMyHO100yaMH G4-accoliMMpPOBaHHOE 3a00JIeBaHUE JIETKUX, UMMYHOIJI00YIMH-G4-1T03UTHBHbBIE MJ1a3MOKJIETOYHbIE MH-
(unbrparsl.
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Summary

Immunoglobulin G4-related disease is a recently recognized systemic immune-mediated condition characterized by lymphoplasmacytic infiltrate in
various organs with IgG4 positive plasma cells. Isolated lung involvement is rare, difficult to diagnose and can mimic primary lung malignancy on
imaging. We report the case of an isolated IgG4-related interstitial lung disease in a 16-year-old asymptomatic male adolescent with incidentally
found bilateral nodular lesions by chest radiograph. The patient underwent surgical interventions for assumption of malignancy. Serum 1gG4 levels
was normal. Histological examination revealed significant lymphoplasmacytic infiltrate with lymphoid follicle formation, peribronchial fibrosis, vas-
cular obliteration. Prominent interstitial [gG4 positive plasma cell infiltrate was identified by immunohistochemistry. Isolated IgG4-related lung dis-
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ease should be taken into account as a possible differential diagnosis of mass-forming lesions, even when no other organ manifestation is clinically
apparent at the time of diagnosis.
Key words: 1gG4-related lung disease, IgG4 positive plasma cell infiltrates.
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NmmyHormooynun (Ig) G4-accounupoBaHHbIE 3a00J1e-
BaHus (IgG4-A3) — cpaBHUTEIBbHO HEAABHO BBIJEICH-
Has rpymnmna 0ojie3Heil, KOTopble MPeACTaBISIIOT cO0Oit
MMMYHO3aBHCHUMOE COCTOSTHHUE, XapaKTepH3YIOIIeecs
IUd@y3HOIT UIIM 04aroBOil BOCMAIUTEIbHON MH(PUILT-
panuveil mopaXXeHHBIX OpraHOB M TKaHEil IIa3MaTH-
YeCKMMM KJeTKaMu, skcrnpeccupyomumu IgG4 ¢ mo-
CleaylolMM pa3BUTHEM OOJUTEpUpylollero @aedura
u GpubdpocKiIepo3a COOTBETCTBYIOIINX OPTaHOB, COIPO-
BOXIalolIeecs IMOBBIIIEHNEM coiepXaHus Ig B CHIBO-
potke KpoBu [1—3]. TeueHue 3abojieBaHUS OTINYACT-
Csl arpeCCUBHOCTBIO Pa3HOM CTENMEeHU C IOopaXeHUem
OIHOTO OpraHa (HAIpUMep, TOMKETyIOUHOI KeJIe3bl)
WA MYJIbTUCUCTEMHON 3aHTepecOBaHHOCTLIO. [1pupo-
na (ubpo3upyroliero mpoiecca, XapakTepHOTO s
IgG4-A3, 10 KOHIIa HesICHAa, OJHAKO BCE IMPOSIBICHUS
JNaHHOTO 3a00jieBaHUSI B 1IEJIOM XOPOIIO IOANAIOTCS
Teparuy UMMYHOCYIIpeCCaHTaMM, B YACTHOCTU TJIIOKO-
koptukoctepounamu (I'’KC), ocobeHHO mpu paHHEei
WHUIMAIIMNA TaKOTO JICYCHMSI, UTO OIpeAeIIsicT HeoOX0-
JIMMOCTb Y BaXXHOCTbh PAaHHE! TUarHOCTUKU U pa3paboT-
KW COOTBETCTBYIOIIMX IMArHOCTUUECKUX KpUuTepues [3].

B mipencraBieHHOM KIMHUYECKOM HAOIIONCHUH N30-
nupoBaHHoro Ig(G4-A3 nerkux paccMaTpuBalOTCs TPO-
0JIeMbl IMATHOCTUKW WM CBSI3aHHBIE C 3TUM OIIMOKMU,
JIOMYIIEHHBIE TIPU BBIOOPE JIeueOHOI TAKTUKMU.

VY nompoctka P. B Bospacte 16 sieT mpu darooporpaduueckom
060}IC,I[OB3.HI/II/I, BBITIOJTHEHHOM B CBSI3U C TTOJIOXUTEIbHOMN peaKuI/Ieﬁ
Mamry (12 MM) OGHapy>KeHbI MACCUBHbIE OUYAaroBble U3MEHEHMUS B 000-
X JIETKUX. MabuuK ObLI M3HAYaJIbHO 300pOB, aKTUBHO 3aHUMAJICS
criopToM, 6oJiest KpaitHe peako. BpeaHbIX TpUBbIUEK, JIeKapCTBEHHOI
HEMECPEHOCUMOCTH HE OTMEUYECHO, BAKIIMHUPOBAaH CBOCBPEMEHHO B CO-
OTBETCTBUU C PEKOMCHIOALIUSIMMU. HaCJIe,[[CTBeHHOCTI) HE OTATOLICHA.
HDI/I KIIMHUYCCKOM 06CJ'ICI[OBaHI/II/I IIaTOJIOTMU HE BBISIBJICHO, JKaJToObI
OTCYTCTBOBAJIM, TOJIEPAHTHOCTh K (hM3UYECKOIl HArpyske ObLIa yI0B-

JIETBOpUTENIbHOM. [TpU3HAKOB aKTUBHOTO BOCTIAJICHUSI B TeMOTpamMme,
OMOXMMUYECKOM aHaIM3e KPOBU HEe OOHApyKeHO. 3amoa03peH Tyoep-

KyJie3, YTO TMOCIYXWJIO OCHOBAHWMEM [UIs HATpaBlIeHUs] MOAPOCTKA
B MIPOTUBOTYOEPKYIE3HBI AMCIIAHCED.

Ipu nposeneHun kommbioTepHoii Tomorpaduu (KT) opraHos
rpyaHoii kiaetku (OI'K) B V, VI u VIII cermMeHTax mpaBoro JIerkoro
BBISIBJIEHBI HETIPABUIBHOM (DOPMBI 00pa30BaHUsI C HEPOBHBIMU, TIOJIH-
LHUKJIMIHBIMU KOHTYpamM# (MaKCUMAJIbHBIN pa3Mep — /10 5,5 cM) ¢ Ha-
auaueM kpyrHoro rierpudukara B VIII cermente (puc. 1A, B). Bee
00pa30BaHUsl MPWIEKAIN K TUIEBPE, MEVICHHO HaKAITMBAJIM KOHT-
pacT ¢ He3HAYMTEJIbHBIM KOHTPACTUPOBAHUEM B apTepUATIbHYIO (hasy.
[TpociexuBanach CBS3b C CyOCETMEHTAPHBIMU U CETMEHTAPHBIM OPOH-
XaMM, KOTOpbIE «OOpbIBAIMCH» y Bxona B obpaszoBaHue. B I-II cer-
MEHTax JIEBOTO JIETKOTO BU3YaJIM3UPOBAIOCH OKPYIJIOe 00pa3oBaHUe
C HEPOBHBIMM W HEYETKMMM KOHTYpaMH, C BKJIIOYCHHEM KaJIbLIUS
B niepudepryecKuX OTAeaxX U JIOKATbHBIM YTOJIIEHUEM KOCTAJIbHOM
meBpsl (cm. puc. 1C).

IIpu GpoHxocKomMM OOHapyXeHa IOoJIHAasi OOTypalusi 3a CyeT
BHewHero caasieHusi VIII cermeHTapHoro 6ponxa crpaba. Ciusuc-
Tast OPOHXOB Ha BCEM IMPOTSKEHUU HEe U3MEHEHa.

[IpoBonunacek nuddepeHLnanbHast IMarHoCTUKA C TYOepKYIe30M:
JIMACKMHTECT — OTPULIATEIbHBIN, MUKOOAKTEPHiT TYOepKyJie3a B OpOH-
XOQJIbBEOJISIPHOM KUAKOCTU, B T. Y. METOJOM MOJUMEPA3HON LIeMHOK
peaxkluu, He BbISIBICHO; TEM He MEHee MalleHT C TUarHO30M MHOXe-
CTBEHHBIX TYOEpKYJIOM JIETKMX HampaBieH B LIEHTPAIbHYIO (BTU3MO-
myJIbMOHoJornYeckyto kinHuky; 09.03.17 mpoBeneHa pacimpeHHast
OMIIO0IKTOMMUSI TIPABOTO JIETKOTO. [IpM THUCTONOTMYECKOM HCCIeno-
BaHUM OMMCAHO pa3pacTaHue (HUOPO3HOI TKAHM B BUIE TepeceKa-
IOLIUXCSI TIYYKOB BEPETEHOBUIHBLIX KJIETOK M O4YaroBo-muddy3Hoit
uMdONTHON MHOUIBTPALIUM, a TakKKe YYacTKHM, HATIOMUHAIOIINE
OPTraHU3YIOIIYIOCS THEBMOHMIO, 30HBI OOBI3BECTBIICHUSI. Y CTAHOBJIEH
NINATHO3 BOCMIAIUTENbHAST MUODUOPOOIacTHUECKAST OITyXOTb.

30.03.17 BHOBB MPOBOMMITIACH BUICOACCUCTUPOBAHHAS TOPAKOCKO-
MUsi ¢ KOMOMHMPOBAHHOM pe3eKIIHeii JIeBOro Jierkoro. B pesynbrate
THCTOJIOTMYECKOTO MCCIIEIOBAaHMUST BO3HUKIIO TIOMO3peHUE Ha IPUOKO-
BOE MOpaXeHne — cropoTpuxo3. [IpoBeneHo JOMOTHUTETBHOE 00CTe-
IOBaHME — MMKPOCKOIUSI U ITOCEB OPOHXOATBBEOJSIPHON KUIKOCTH
Ha TPUOBI, IEPECMOTP TOCTIEONePAlMOHHOTO MaTepraa co crierudu-
yeckoil okpackoit mo I'pokorty u PAS, nouck antureHa Aspergillus,
TECT Ha rajaktoMaHHaH. [loarBepxaeHust rpuOKOBOIl MHGpEKUNN He
nosyyeHo. MckimoueHbl UMMYHOAS(PULUTHBIE COCTOSIHUS, aHTUHYK-
JleapHble aHTHUTeJa TAKXKe HE OOHAPYXKEHBI.

[1pu sKCnepTHOM MepecMOTpe TMCTONIOTMYECKUX IIPenapaToB yKa-
3bIBaeTCsl Ha (hOKYChl pa3pacTaHMsl COCAMHMUTENLHON TKaHU pas3iny-
HOM 3pesIoCTH, TMIepTPOdUI0 dnuTeauss OPOHXMOJ 6e3 KaKux-Jnbo
NPYTUX U3MEHEHMUIA, TepuOpOHXUaTbHBIN (HrOPO3 C BHIPAKEHHOM JTUM -
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Puc. 1. KomnblotepHo-TomMorpaduyeckast KapTHa OpraHoB IPyIHOM KJIETKU nalueHTa P. — o0beMHOe 0Opa3oBaHue B MenuaibHbIX oTaenax VIII
CerMeHTa HVXHE I0JIM MpaBoro Jierkoro: A, B — dhopma o0pa3oBaHust OKpyrjiasi, HelpaBWIbHAs, C HEPOBHBIMU, MOJTUIUKIMYHBIMU KOHTYpa-
Mu; C — obpa3oBaHue CONEPKUT MacCUBHOE 00bI3BecTBIeHUE U 00TypupyeT VIII cermenTapHblii 6ponx. B 3anHem cyocermente I—II cermeHTOB
BEPXHE J0JIM JICBOTO JIETKOTO BBISIBJISIETCSI aHAJIOTMYHOE 00pa30oBaHKe, PACIIOIOKEHHOE CYyOTUIeBpalibHO, C 00Jice BIPaKEHHBIMU JTYYMCTHIMU
KOHTYpaMu U JIOKaJbHbBIM YTOJIEHUEM KOCTaJIbHOM TJIeBPbI

Figure 1. Chest CT scans of the patients R. Nodular lesion is seen medially at the 8th segment of the lower right lobe: A and B, the nodule is irreg-
ular, round-shaped, with rough margin; C, the nodule contains a large calcification. The nodule obstructs the S8 segment bronchus. A similar sub-
pleural nodule with more prominent spicular margin and local thickening of the costal pleura is seen at the posterior subsegment of the S1+2 seg-
ment of the upper left lobe (C)
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Puc. 2. Tucronornyeckuii npenapar: A — BblpaXkeHHasi UHTepCTULIMATIbHAS MHbUIbTpauus, Gudpos u aumdongHbie dosmmkynsi; B — Bbipa-
JKEHHasl T1a3MokeToyHast uHduiabTpauus; C — MMMyHOTrMCTOXMMUYecKast aKenpeccust 1gG4 B miazMaTU4ecKux KieTKax

Figure 2. Histological examination of the patient R.: A, significant interstitial infiltration, fibrosis and lymphoid follicules; B, significant plasma-
cytic infiltration; C, Immunohistochemical IgG4 expression in plasma cells

(onnazmonuTapHoit HHOWIBTpaLKeit u 06pazoBaHUEM JTUMMOUIHBIX
(ho/UTMKYJIOB, BEIpaKEHHOE CyKeHHUeE MpocBeTa cocynoB (puc. 2A, B).
[IpoBeneHO MMMYHOTMCTOXUMUYECKOE MCCIAENOBAaHUE, MO Pe3yabTa-
TaM KOTOPOTo B 3HAYMTEJILHOM YHMCIIE MI1a3MaTUYECKUX KJIETOK OOHa-
pyXeHa BbIpaxkeHHas akcnpeccus IgG (cm. puc. 2C). B nundunbTparte
BbIsiBIeHbl 1gG4-n103uTuBHBIE K1eTKU — oT 150 10 350 B noJie 3peHusl.
DKCIpeccusi a-TIAIKOMBIIIEYHOTO akTuHa (0-SMA), siBisromnerocst
OIHUM U3 MapKepoB MHODUOPOOIACTOB, BBISIBICHA TOJBKO B ITagKO-
MBILLIEYHBIX KJIETKaX COCYI0B U OPOHXOB.

Takum obpa3om, y nmauueHTta P. rucronornyecku BepuduiiMpoBa-
Ho IgG4-cBsizaHHOe 3a0o0aeBaHKe. B nanbHeiiem npoBoauics Momuck
NPYTHX CTIeNU(MUIECKUX 04aroB IMOPaXKeHUsl, Ul YeT0 B TOTIOJTHEHUE
K KJIMHUKO-aHaMHecTUYecKoMy obcienoBanuio BuinonHeHa KT opra-
HOB OpIOIITHO TMOJIOCTU ¢ KOHTPACTHBIM ycuieHueM. [latonorum He
BoisiBiieHO. [1pu nmoBropHoii KT OI'K cieBa Ha doHe nedhopmupoBaH-
HOTO JIETOYHOTO prcyHKa BO Il cermMeHTe J1eBOro JIierkoro BBISIBJIEHO
YIUIOTHEHUE JIETOYHOW TKaHW 0e3 BUIMUMBIX TPOCBETOB OPOHXOB,
HeNpaBUWJIbHO OKPYTJIOi (POPMBI, C BKIIIOYEHUEM KaJlbLIMs, YTOIILEHUE
KOCTaJIbHOI TUIEBpPHI (puc. 3).

HOnsa nuddepeHInaNTbHOrO nUarHo3a Mexny creurpuiecKum
MOpaXKeHMEM JIETKUX B paMKaX OCHOBHOTIO 3a00J1eBaHUs U (GUOPO3HBI-
MU TIOCJICONEPALIMOHHBIMA M3MEHEHUSIMU TIPOBEIEHA MO3UTPOHHO-
amuccuonHast KT, coBmelieHHast ¢ mysbtucnupanbHoit KT.

Puc. 3. Pe3ysibTarhl NOBTOPHOI KOMITBIOTEPHOI TOMOTpachu OpraHoB
TPYIHOI KJIeTKU manuenTta P.: cyOruieBpanibHO B 3aqHEM cyOCerMeHTe
I—II cerMeHTOB BepXHeil JOJU JIEBOTO JIETKOTO BBISIBJISICTCS] HeIpa-
BUJIbHO (pOPMBI YIUIOTHEHME JIETOYHON TKAHU C HEPOBHBIMU, JTyUH-
CTBIMU KOHTYpaMH, Mpujexaniee K KOCOH MeXIOJeBOil IUIeBpe.
B oxpyxartoiieit JerouHoi TKaHW OMPeessioTcsl Mocaeonepanuot-
Hble M3MEHEHWs] — eIWHWYHAs BO3MYyIIHAs OyJula, TUIEBPOITYJIbMO-
HaJIbHbIE TSIXKU U TUIEBPaTbHbIC HATOXEHUS

Figure 3. Repeated chest computed tomography of the patient R.:
a focal irregular lung tissue consolidation with rough spicular margin is
seen at the posterior subsegment of the S1+2 segment of the upper left
lobe adjacent to the oblique interlobar fissure. Postoperative lesions,
such as a solitary air-filled bulla and pleuropulmonary adhesions, are
seen in the surrounded lung parenchyma

JIaHHBIX O HAJTMYUU aKTUBHOI crieliMpUUecKoil TKaHU He MoJTyye-
Ho. [ToaTBepXkIeHO HaJIMuKe IBYCTOPOHHETO ILIEBPOITHEBMO(DUOpPO3a,
MaUIblii TJIEBPaIbHbBIN BBIMIOT CIIpaBa.

OOGHapyXeH eIMHUYHBII MEeJKUI oyar ckjepo3a B Tejie MpaBoii
TTONIB3IOITHON KOCTH.

OT MeAMKAMEHTO3HOI Tepanuu peLeHo B HACTOosILIee BpeMsl BO3-
JIEPKAThCS MIPU YCJIOBUM TILATEJIBHOTO HAOIOAEHUS TAllUEHTA.

Ig4-A3 mpencraBisieT cob0il MMMYHO3aBUCUMOE
cucTeMHoe 3a00JieBaHNE, CIIOCOOHOE UMUTUPOBATh BOC-
najauTelbHble, MH(MEKIMOHHbIC U 3JI0KaueCTBEHHBIE
obpaszoBaHus. BocnanurtenbHasi MHPUIBTpaLUsl opra-
HOB M TKaHel TIa3MaTUIeCKNUMU KJIETKAMU,, SKCITPECCH -
pytomMu I1gG4, OOBIYHO COMPOBOXKIAETCS WX ITOBBI-
IIEHHBIM COAEpXaHWeM B CBIBOPOTKEe KpoBu [1-—3].
B urtore mpoucxonut pazBuTtue odIUTEpUpPYONIEro diie-
6uta 1 hubdpockKIeposa, MpUPoIa KOTOPOTO OCTAeTCs He
BIIOJIHE sICHOM [4]. MHOTHE TaTOJOTMYECKUE COCTOSI-
HUsI, KOTOpble paHee PacLEeHUBAIMCh KaK pa3IUIHbIC
opraHocneunu@uuHbie 3a007eBaHMsI, OKa3aJuCh MPO-
apneHusMu cuctemMHoro IgG4-A3. HaubGomnee pacripo-
CTpaHEeHBI ayTOMMMYHHBIN MTaHKPEATUT, CKIICPO3UPYIO-
IIMI XOJIAHTUT, XOJELMCTUT, NaKpUO- W CHUaJaJCHUT,
peTporiepuTOHeaNbHbI (HUOPO3, WHTEPCTUIIMATbHBIN
Hedput. [TopaxxeHue JIETKUX BCTpeYaeTcs CYyLUIECTBEHHO
pexe, IIpuyeM OOJICIOT B OCHOBHOM B3POCIIbIC M TTOXM-
Jible Joam [5].

Homenxkiatypa 3a0oeBaHUl 1 CUHIPOMOB, CBSI3aH-
HBIX C TaTojornyeckuM HakoruieHnem IgG4, mpomon-
JKaeT pa3BMBAThCsI W YTOUHATHCS [6]. B Hacrosiee
BpeMsl B JIUTEPAType MOXHO BCTPETUTh HE OIUH JeCs-
TOK TEPMUHOB, OTHOCSIIIMXCSI K 3TOM HO30J0TUYECKOM
rpynme (IgG4-cBsizaHHOe cucTeMHOe 3aboyieBaHUeE,
IgG4-cBs13aHHOE CKIIepo3upyIolee 3a001eBaHNe, MYJb-
TUdoKaIbHbI Dudpockiaepos, IgG4-MynbTopraHHoe
aqumdonpoandepaTuBHoe 3abojieBaHUE, CUCTEMHbIN
IgG4-cBa3aHHBINA TUIA3MOLIMTAPHEIN CHUHAPOM, TUTIEpP-
IgG4-60ne38b U T. 11.). OTCYTCTBHE SANHON TEPMHUHOIO-
UMW YCJIOXHSIET KaK B3aMMOITOHMMAaHUE CIIeLIMaIuCTOB,
TaK U UH(MOPMALIMOHHBIN MTOUCK.

Cpenu paHee QUArHOCTUPYEMBIX COCTOSTHWI, KOTO-
pele okazanuch TpogBieHUIMU [gG4-conpssKeHHBIX
3aboyieBaHUil, — cUHApOM MuKyauua (Iakpuo- U cua-
JloafeHuT), omnyxojb KioTTHepa (mopaxkeHue mnomye-
JIIOCTHBIX XeJe3), TupeounuT Punens, 203MHOMUIbHBIH
AHTUOICHTPUUECKUIT (uOpo3 (MmopaxkeHUEe OpPOUTHI,
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BEPXHUX ObIXaTCJIbHBIX MyTeit), MYIbTH(POKAIBHBIN
¢ubpockiepo3 (opbuTa, IIUMTOBUIHAS Xeje3a, Cpeao-
CTEHUE, PETPONEPUTOHEATbHOE MTPOCTPAHCTBO U T. 11.),
BOCITAJINTENIbHAS TICEBIOONYXOJb (OpOWTa, JIETKHE,
IOYKH M T. 1.), 001e3Hp OpMOHIA (PETPOIIEPUTOHEATb-
HbI (UOPO3), MEPUAOPTUT U TIEPUAPTEPUNT, BOCHATN-
TeJIbHAsI aHEeBpU3Ma aopThlI, TYOYJTOMHTEPCTUIIMATBHBIN
HedpuUT.

Konuenrpauus IgG4 B CBIBOPOTKE KPOBU BCEX
4 nonknaccoB Ig MuHMMaIbHA, cocTaBisas 4 % o01ero
conepxanus (0,35—0,51 mMr / M) ¥ TTOaBepsKeHA 3HAUM -
TebHBIM KostebanusiM (10—1,4 mr / mut). Yposens [gG4
B CBIBOPOTKE PEIKO TpeBbIaeT 2 Mr / miu. Ero comep-
JKaHUEe B 1I€JIOM BBILIE Y MY>KYUH M JIUI] CTapllero BO3-
pacra [4, 5, 7].

Hapsany c IgE, 1gG4 npuHumMaer ydyactue B Maro-
reHe3e aTONMMYEeCKUX IMpoIleccoB (OpOHXMATbHAS acTMa,
aronuyeckuii nepmatut). Ero cuHTEe3 4acTMYHO CTH-
Mynupyetcss Th2-3aBucumbiMu 1UTOKUHamu. IgG4
HE aKTUBUPYET KOMITJIEMEHT, YTpaunBaeT CIIOCOOHOCTh
dopMupoBaTh UMPKYJIUPYIOIINE HMMYHHBIE KOMII-
JICKCHI.

Konuenrpanus IgG4 MoxeT MOBBILIATHCS MPU pas3-
JINIHBIX OaKTepHaTbHBIX, BUPYCHBIX, IMapa3sUTapHBIX
nHpekuusax. Ero poias B pa3BUTHM CUCTEMHOTO (pUOPO-
CKJIEpO3a OCTaeTCsl HEOMpeaeIeHHOIA.

Koy K aMarHOCTMKE — THUCTONATOJIOTHYECKUe
HCCIIEIOBAaHNs, ITO3BOJISIIONINEG OOHAPYXKUTh B TKAHSIX
OITyXOJICTIONOOHBIC ITIOTHBIC JIUMMOIIIa3MaTHICCKIE
UHOGUILTpaThI, 00pa3oBaHHbIE 1g4-TTO3UTUBHBIMU KJIET-
KaMu, «MPaMOpPHBIi» (UOPO3 U OOJUTEPUPYIOIINIA
(rebut. Hepenkoit HaxoaKoM SIBISIETCS] TKAHEBAsT 903U~
HOGWINS — OT JIETKO# 10 YMEPEeHHOM cTereHu. B mo3m-
HI010 (pasy 3aboseBaHUs GUOPO3 MOXKET TOMUHUPOBATD.
ITonoOHbIEe M3MEHEHUST MOTYT BO3HUKATh B JIIOOOM opra-
HE U CHCTEME.

OOHapyXeHHUe TpaHyJIeM U HeWTpoduabHAsT WH-
¢unbTpaums He cornacytorcs ¢ IgG4-A3. Beerna tpeby-
eTcs nuddepeHIuaabHbIi 1MarHo3 ¢ JuMpoMaMH.

B paccMOTpeHHOM KITMHUYECKOM HAOJIIONEHUUN YPO-
BeHb Ig(G4 He npeBbIIaT peepeHCHBIX 3HAYEHUI, YTO
HE MPOTHUBOPEUMUT YCTAHOBJIEHHOMY OMarHosy. bes-
YCJIOBHO, TIpY TTOBBIIIEHHOM ypoBHe 1gG4 B CHIBOPOTKE
KPOBU BEPOSITHOCTh JAMArHO3a YBEJIWIUBACTCS, XOTS
B 40 % cnyuaeB KoHueHTpauust 1gG4 MoxeT ObITh HOP-
MaJIbHOI, HECMOTPSI Ha KJIACCHMUECKHME TMCTOMATOJOIH-
YecKUe U3MEHEeHUsI.

B 10 xe Bpems noBblllIeHHBIN ypoBeHb 1gG4 MoxeT
HAOMIONATbCA M TPU OPYTUX MaTOJIOTMYECKUX COCTOSI-
HUSIX, a UMEHHO — TIpu 6osie3nn KactinemaHna, annepru-
yecKux HapyleHusx, cunapome Yepmxka—CTpocc, pake
JIETKOTO, CApKOUI03€, TTOATOMY YIUTHIBAETCSI OOHApYXkKe-
HHUE B IMOpa)keHHBIX TKaHax > 30—50 rurasmMarndeckux
KJIETOK C MOBBIIIEHHBIM conepxxaHueM IgG4 B mone
3peHus (B nmoukax gomnyckaetcs > 10). CooTHolleHUe
I1gG4 u o6miero yposHs IgG npesbimaet 40 % [2, 7].
BepuduimpoBath 11arHo3 mMo3BOJISIET UMMYHOTHMCTOXH-
MMYECKOe HCClIeIOBaHuE.

Huns 1g4-A3 3abosieBaHUT BO3BMOXHO KaK MYJIbTUOP-
raHHoe nopaxenue (60—90 %), Tak 1 BOBJICUEHUE OTHO-
ro opraHa, Kak B OIMCAaHHOM ciydae. KimHudyeckast

CHMIITOMATHKA Pa3BUBAETCS MOIOCTPO, IO MeEpe yBe-
JIMYEHUST TIaTOJOTMYECKUX Macc. XapaKTepHO OTCYT-
CTBUE MOBBIIIEHHOU TeMITepaTyphl TeJIa U APYTUX OOLIMX
niposiBiieHuii. B 40 % ciyyaeB oTMe4aroTCsl CUMITTOMBI
BA wm amnepruu, xapaktepHa JauM@OameHOITaTHSI.
Hepenko Bo3MOXHBI ciaydyaiiHble, KaK B MpeACTaBICH-
HOM cJlyyae, paauoJOTUYECKUe WIM TMCTOJOrMYecKue
HaXOIIKH.

PaccmarpuBatorcss 4 BapmaHTa pagrdoIOTHYECKOTO
MmaTTepHa — COJUAHBIE Y3IIbl, KaK y mainueHTa P., okpyr-
Jible 3aTEHEHUsI M0 TUITY «MaTOBOT'O CTEKJIa», aJbBEeOJIsSIP-
HO-WHTEPCTUINATBHBIN THUIT TTOPaXXeHUST («COTOBOE»
Jierkoe, OpOHX09KTa3bl, TU(P(Y3HBII CUMIITOM «MaTOBO-
IO CTeKJIa»), a TaKxKe OPOHXOBACKYJISIPHBIN, COMTPOBOXK-
TAIOIIUIACS YTONIIEHUEM OPOHXOBACKYJISIPHBIX MYYKOB
U MEXIOJbKOBbIX Teperoponok [8]. Mmeercs Takxke
onucaHue MeauacTeHaJIbHOW nuMmdoaneHonatnu [5]
U yTOJIIeHUs TUieBpH [5, 9, 10]. Bo3aMokHa nmepcrucTeH-
1IMSI PEHTTEHOJOTUYECKUX UBMEHEHUIA.

H3meHenus, obycnosieHHbie 1g4-A3, xopouio nomu-
nmarTcs edeHnio cucteMHbiMu ['KC, mpu atom moio-
XKUTebHBII 3 deKT HabMI0aaeTCs yKe B TeueHue 2 Hel.
Tepanuu. [Ipu OTCYTCTBUM CBOEBPEMEHHO HA4YaTOIo
JieyeHus ¢ iporpeccupoBanHueM dhrbdposa otBeT Ha [KC
YXYIIIaeTcs.

Bropoii BapuaHT — MCIOJb30BaHUE MOHOKJIOHAJb-
HBIX aHTUTeJI, obJlagaluX crneuruduuHocTbio K CD20-
AHTUTEHY, OOHApPY>KMUBAEMOMY Ha MTOBEPXHOCTU B-mum-
¢ouutoB [5, 7]. Tak, NpoaEeMOHCTPUPOBAHO OBLICTPOE
cHmkeHue ypoBHs IgG4 B chIBOPOTKE KPOBU Ha (hoHE
JIGYEHUS TPU TIpUeMe pUTyKcumaoa.

Jannble puteabHoro karamHesa Ig(G4-cBsi3aHHBIX
3a00JIeBaHUI JIETKMX TOKa HE OITyOJMKOBAaHBI, OTHAKO
HMMEIOTCS YKa3aHUsI Ha CBS3b C IMM(pOMaMU, paKoM Jier-
KUX WU TIOMKETYAOUYHON XKeje3bl, OTMeUYaeTcsl TaKxke
BBICOKUI pUCK ManurHuzauuu [ 11, 12].

3aknoyeHue

Taxum o6pazoM, IgG4-A3 — 3TO HEAOCTATOYHO XOPOLIO
MU3BECTHOE HIMPOKOMY KPYTy Bpaueil BOCTIAIIUTEIHHOE
crucTeMHOe 3a00sieBaHUE, KOTOPOE MOXKET pa3BUBATHCS
HE TOJIbKO Yy B3POCJIBIX U MOXWIBIX JIIOIEH, HO 1, KakK
B TIPENCTaBJICHHOM cliydae, — B MOJIOJIOM BO3pacTe.
B kaudecTBe TOpaKalibHBIX W3MEHEHUI OTMedaeTcs
3aMHTEPECOBAHHOCTb JIETOYHOI MapEeHXUMBI, JbIXaTelb-
HBIX TMyTe#l, CpeaoCTeHUs U TIIeBpbl. JlMuarHo3 Ga3upy-
eTcs Ha pe3yibTatax ouorncuu u ypoBHe 1gG4 B ChiBO-
pPOTKE KPOBH.

3HaHUe 2TOI MAaTOJIOTUM TO3BOJUT CBOEBPEMEHHO
HayaTh 2(PHEeKTUBHYIO Tepanuio 1 u3bexaTtb HEOOOCHO-
BaHHBIX XMPYPTUUECKNX BMEIIIATEIbCTB.
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