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lgG4-cBa3aHHOe 3aboneBaHue.
KnuHuyeckue HabnwpeHus
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IgG4-cBsizaHHbIe 3a00JIeBaHUsT — Ha3BaHKWE HOBOM HO30JIOTMYECKOMN eIMHUIIBI, B KOTOPYIO ObLITN OOBETMHEHBI He-
CKOJIbKO paHee U3BECTHBIX 3a0oseBanuii. [1py Hamuumum IByX 1 6osiee MopaKeHHbIX OPTaHOB TUATHOCTUPYETCS
IgG4-cBsizaHHOE crCTeMHOE 3abosieBaHKe. Y 3TOM TPYIIbl 60JIe3Hei UMEIOTCS JIBa CXOMHBIX ITPU3HAKa: CepOJIOTH -
yeckuil (moBbIeHNe KoHeHTpanuuu [gG4-cyoKkiacca B CBIBOPOTKE) U TUCTOIOTUUECKMIA ((hOpMUPOBaHUE B Opra-
HaxX M TKaHsIX MHGUIBTPALIMKY U3 I1a3MOLMTOB, cekpeTupytomux 1gG4, so3uHoduios, pasputue Gudpockieposa
u obuTepupyoiero ¢aeouTa).

B craTbe npuBeneHsl 1Ba KIMHUUECKUX HaOMI0AeHYsI. B mepBoM cityyae MyJabTUCUCTEMHBII XapakTep 3a00aeBaHMs
HaOJTIo1aJICsT TPaKTHUYECKU B €T0 eOI0Te, TOTIa KaK BO BTOPOM TaKOii BApUAHT IMOPaKeHMs TMarHOCTUPOBAH MOCIIe
HECKOJIBbKHUX JIET €CTECTBEHHOTO TeUeHUsT OONIE3HMU.
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I1gG4-RELATED DISEASE. CLINICAL NOTES
V.1. Vasilyev', O.A. Logvinenko', S.Kh. Sedyshev', S.G. Radenska-Lopovok’, E.B. Rodionova',
E.N. Aleksandrova', N.A. Probatova?, N.V. Kokosadze?, T.N. Safonova®, E.L. Nasonov'

IgG4-related diseases are a new nosological entity that encompasses a few previously known diseases. IgG4-related
systemic disease is diagnosed if two or more affected organs are detected. This group of diseases has two similar signs:
serological (elevated serum IgG4 subclass concentrations) and histological (organ and tissue infiltration from plasmo-
cytes secreting 1gG4, and eosinophils, and the development of fibrosclerosis and phlebitis obliterans).

The paper describes two cases. In one case, a multisystemic disease was observed virtually at its onset whereas in the
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other this lesion was diagnosed several years after the natural course of the disease.
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B peBMaToOTMUECKOIi TIPAaKTUKE HEPEIKO
BCTpeualoTcsl 3abojieBaHUsI, NeOIOTUPYIOIINe
C TIOpakeHUsI HOca W TapaHa3aJIbHBIX CUHYCOB.
K Takum 3a0071€BaHUSIM B IIEPBYIO OYepelb OTHO-
carcss AHLIA-accoumupoBaHHbIE® BacCKyJUThI
(rpanysneMaro3 BereHepa, MMKpPOCKONMYECKUIA
nonuaHruut, cuHapom Yepmxka—Crpoc) [1, 2].
B nosnioctn Hoca J0KaNM3YIOTCSI HEKOTOPhIE Ba-
puaHThl auMbouaHbix omyxoneit: NK/T-kie-
TOYHas1 JuMdoMa HazalabHOro Tuma, nuddysHas
B-xietounast KpymHokJieTouHasi TumdpomMa Cu-
HYCOHA3aJIbHOTO THUIA, 3KCTpaMeayJUIsipHast
TJIAa3MOILIMTOMA U PA3TUIHBIE BUIBI TUCTUOIIUTO-
30B [3]. B neGioTe 3aboneBaHms y ITUX MAllUEH-
TOB OTMEYAETCsT TMOpakeHWe CIM3UCTHIX 000JI0-
YeK TIOJIOCTM HOCa W Pa3BUBAETCS KIMHUKO-
pEHTreHoJIoTnYecKasi KapTUHa CUHYCUTa WU
maHcWHycHUTa. Takue TamueHThl IMOCTYMHaloT
B PEBMATOJIOTMYECKU I CTallMOHAp C Mperoara-
eMbIM JIMarHo30M rpaHyjaemMaro3a Berenepa [4].

B nocnenHee necsituietue HECKOJIbKO pa-
Hee M3BECTHbIX 3a00J1eBaHUI 00BEIUHEHBI B HO-
BYIO HO30JIOTMYECKYIO E€IMHUILY, TMOJyIUBILIYIO
HasBaHue 1gG4-cBsa3anHoe 3aboneBanue (IgG4-
C3). Ilpu Hanuuuu OBYX W OoJjiee TTOPaKeHHBIX
opraHoB nuarHoctupyetcs [gG4-cBsizanHoe cuc-
teMHoe 3aboneBanue (IgG4-CC3). Dto nmoHsTHE
WCTIONB3YeTCs IS 0003HAYEHMSI TPYIIITBI 00JIe3-
Hell, UMEIoIMX JBa CXOAHBIX NMpu3HakKa. [lep-
BBIIf — CEPOJIOTUYECKUI: TTOBHIIIEHNEe KOHIICHT-

*AHLIA — aHTHHYK/IeapHbIe IIUTOTUTa3MaTHIECKUE aHTUTEIA.

paunu IgG4-cybkinacca B ceiBOpoTKe. Bropoii —
TUCTOJIOTMUECKUIA: (POPMUPOBAHUE B PA3IMUHBIX
opraHax M TKaHsIX MHOWIBTPAIUU 13 TLIa3MOIIN-
TOB, cekperupytomux IgG4, s03uHOGUIOB, pa3-
BUTHE (UOpoCcKIepo3a U OOJUTESPUPYIOLIETO
Graedura [5, 6]. IBa 00IIMX KIMHUYECKUX TTPO-
sBneHus1 Haomonarotcst npu IgG4-CC3: onyxo-
JIeno00HbIe U3MEHEHUS U aJlJiepruyeckue 3a00-
JIeBaHUsI, MPOTEKAIOIIME C YMEPEHHOM 303MHO-
¢unueir |7]. bone3Hu, KOTOpbie OMUCHIBAJIMCH
paHee Kak 303MHOMUIbHBIN aHTHMOLEHTpUYE-
ckuii (pubpo3 M 0601e3HL MUKyIMUYa, HEPEIKO
NEeOITUPYIOT € TIOPaXEHUST BEPXHUX OTACIIOB
PECIIMPAaTOPHOTO TpaKTa (CyXOi Kallle/ib, OIbIIII-
Ka), HOCOBOI TIOJIOCTH (3aTPyIHEHUE WU OTCYT-
CTBUE HOCOBOIO JbIXaHWs), 00JIaCTU OpOUT
U CJTIOHHBIX XeJie3 (MCeBI0TYMOp OpOUT, TTapaop-
OUTATBLHBIN OTEK, YBEJTMYECHHUE CITIOHHBIX M CJIe3-
HbIX XeJe3). [IpakThyecku mojoBMHA OOJbHBIX
¢ IgG4-CC3 umeer amnepruyeckue 3adoJieBa-
HUs, TaKMe KakK acTMa, aJsIepruyecKuii pUHUT
WJIM XpOHUYECKU cuHycuT [7—10].

Takum o6Gpa3oM, CYHIECTBYET HECKOJBKO
peBMaTUYECKUX U OHKOTEMAaTOJIOTUIECKUX 3200~
JIEBaHUI, TIPOSIBIISIIOIINUXCSI CXOMHBIM TTOpaKe-
HUEM HOCOBOM MOJIOCTU M/WJIN TlapaHa3aJbHbIX
CUHYCOB, Pa3NYAIONINXCS IO TSKECTU KIMHU-
YeCKMX IMPOSIBJICHUIA 1 TTporHO3y. HeompasmaH-
HbIE OIepaTUBHBIC BMEIIaTeIbCTBA U TPOBEIe-
HUE KypcoB mnojuxumuoTepanuu mnpu IgG4-
CC3 [8], orcyTcTBHME paHHEW AUATrHOCTUKM,
a cliegoBaresibHO, Hea(dEKTUBHOCTh MTPOBOIU-
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MO TPOTMBOPEBMATUYECKOI Tepanmuu Mpu OHKOT€MaTOJIOT U -
YECKUX 3200JIeBAaHUSIX HEPEIKO MTPUBOAST K OBICTPBIM JIETATh-
HBIM HcxonaM [4]. Takue manMeHThI 4acTo 00paIarTCs K Bpa-
yaM pa3JInYHBIX CIEeIUaTbHOCTEH: OTOJapuHTONIOTaM, Od-
TaJbMOJIOTaM, CTOMATOoJIoTaM, TeMaToJjioraM, OHKOJIOTaM
U pEeBMAaTOJIOTaM — IO TIOCTAHOBKW OKOHYATEJIbHOTO TUATrHO-
3a. MBI TojlaraeM, 4TO TIpeNCTaBICHHBbIC HUKe IBa Clydast
IgG4-CC3 ¢ nebloToM ¢ TMOopaxeHUsl CAU3UCTON 000JOUKU
MOJOCTM HOCa W MapaHa3aJbHbIX CUHYCOB U DPa3BUTHUEM
B JaJbHEHIIeM MOJMOPTaHHOM MaTOJOTUU TTOMOTYT OCBETUTh
HEKOTOpbIe MPOOJAeMbl TaTOreHe3a, KJIMHUYECKOUW KapTUHBI
u nuddepeHIIMaNTbHON TUaTHOCTUKY 00JIe3HeH, BKITIOUEHHBIX
B rpyniy IgG4-CC3.

boavnoii M., 1953 2oda poxcoenus (48 nem), nocmynua
6 kaunuky OIBY «HUHUP»> PAMH 21.12.2001 e. ¢ scarobamu Ha
00wyio crabocmo, Auxopaoky, nomepro maccol meaa 0o 15 ke 3a
200, 3ampyoHeHue HOC08020 ObIXAHUA U NOMepIo 000HAHUS, MAC-
cusHoe yseauuenue oxkonroyunvlx (OY2K), nodnuxcnevearocmuoix
(ITHYC2K) u nodssazviuHblX CAIOHHBIX Jicene3 U nosiéaeHue U-
Guarvmpamos 6 obaacmu eepxuux eex. boaen ¢ urona 2000 e., ko-
20a nos8uAacs 3an0xcenHocms Hoca 6e3 evidenenuii. C 1994 e. pa-
ooman ¢ CBY-uzayuenuem, nosxce ¢ KepamuueckKoi MNblIbH
u kpacumenamu, ¢ 1998 e. pabomaem c opeanuueckoii nvlavio
(dhacoska uepnoeo nepya). Ilo mecmy icumenbcmea GvisiaeHbl
noaunst 8 HapyJ’cHvix Hocoswvix xodax. C dexabps 2000 e. — yseau-
yenue [THYCK, nosenrenue omeka éepxuux eex, cmana 6ecnoko-
umo caabocms, 00pamuL 6HUMAHUE HA CHUdICEHUEe MACCyl meaa,
ommeuanoce nogviuerue COD do 40 mm/u. B uiose 2001 e. ¢ du-
ACHO30M «XPOHUYECKUL 08YCMOPOHHUL NOAUNO3HO-2HOUHDLIL 2ail-
Mopo-ammoudum» eocnumanuzuposan 6 JIOP-cmayuonap, ede
npoeedena 08ycmopoHHAA NoAUnomomus Hoca. Beiaeaenv: mak-
Jce nceedomymop opoum u onyxonesvle 00pa30eanus 8 NOOHUNIC-
HeueaocmHoulX obaacmsax. B kpoeu Habawoanroce noswiuueHue
COD 0o 43 mm/u, a makdice ypoeHs ANAHUHAMUHOMPAHCHEPa3bL
(AJIT) do 56 ed/mn u acnapmamamunompancgpepasot (ACT) do
49 ed/ma, npu omcymcmeuu mapkepos cenamuma. B cenmsabpe
2001 e. ¢ nodospenuem Ha aumgonposughepamuenslii npouecc 00-
credosan 6 lemamonoeuneckom HayuHoM yenmpe. Yoarena npa-
eas I[THYC2K u nposedena mpenanobuoncus. HckawoueHo aum-
gonpoarughepamusroe 3aboneganue
(J1113), u ¢ duaenozom «bore3nvy Mukyu-
ua» Ovin Hanpaéren 6 DPIBY «HUUP»
PAMH. B dexabpe nosguaace auxopaoka
do 39 °C 6 meuenue HeckoabKux OHell,
u danee memnepamypa coXpaHanacy cyo-
gebpunvroil. BoavHoll Obir cocnumanu3u-
posan 6 OIBY «HUHUP» PAMH oas npo-
6edenus OugpgepenyuarbHoeo OuUaeHO3a
mexncdy IgG4-CC3 u JII13. Ilpu nocmyn-
aenuu: memnepamypa 37,5 °C, maccusHoe
yeeauuenue OY2K (npasas — 55x67 mm,
aegas — 62x68 mm), aeeoi ITHYCXK
(6 obnacmu npasoii — nocaeonepayuoH-
Hblll  pybey) u nNOO0BA3LIYHBIX dicene3
(puc. 1). Ilasvnupyromes naommvle uu-
guarvmpamel 6 oonacmu eepxnux eex. lu-
nepemus cau3ucmoii 000104KU NoAOCMU
pma u KoHsloHKmuesl. OcHO8Hble KAUHU-
Ko0-1abopamopHbie nposeaeHus 3a601e6a-
Hus npu OUHAMUYECKOM HaOAO0eHUU
6oabH020 M. npedcmasgnenvt 6 mabauye.
Yaempazeykosoe uccaedosanue (Y3H)
B6HYMPEHHUX 0peAH08 — YHACMKU CHU-
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Puc. 1. bonbHo M. YBenn4eHne CrtoHHbIX
)Kenes, BKK4as noabsa3bl4Hble, MACCHB-
HbI OTEeK BEK 3a CYET NCeBAOTYMOpa 0pouT

JCEHHOU NAOMHOCMU 6 001acmuy 60pom nevexu; 6 obaacmu Ou-
dyprauuu aopmol yeeauuer aumpamureckuil yzen 00 30x29x23 mm.
Komnovromepras momoepagus (KT) epyornoit knemku: mHoxscecm-
6eHHble ygeauteHHble aumpamuueckue y3nel cpedocmenus. Mae-
HumHo-pesonancras momoepapus (MPT) eonroénoeco moszea:
6 MACKUX MKAHAX Had6posHbix obaacmell onpedesiomes 00no-
HumenvHvle obsemHble 00pazoeanus (creéa 2,6x2,9x2,0 cm,
cnpasa 2,6x3,0x1,9 cm), pacnpocmpansiiouwsuecsi 8 NOAOCHb 2Na3-
HUY, N0 X00Y HAPYICHBIX NPIMBIX MbLULY, C NPUSHAKAMU UHDUAM -
DPauuU NOCAeOHUX,; 8U3YAAUBUPYIOMCS MACCUBHbIE PA3PACMAHUS
CAUBUCIOLL 000A0UKU, O MUNY NOAUNOZHBIX, NOAHOCHIbI) bINO-
HAOWUe 1e8YH0 2aiMOPO8Y NA3YXY, KAEMKU peulemyamozo 1aou-
DPUHMA, NPAGyH NOAOBUHY NOAOCHU HOCA, 6ePXHUE 0MOebl NeBO1
N0A0BUHBL HOCA, N0OHYI0 NA3YXY, DOALULYIO Yacmb NPABOLL 2alMO-
posoii nazyxu. Paduouzomonnoe uccredosarnue ¢ “’Ga: noswiuuen-
HOe HaKoneHue npenapama é npoeKyuU CAIOHHbIX Jicenes, 8 obe-
UX KOpHe8biX 30Hax neekux. Koncyasmayus okyaucma: cUHOpom
cyxoeo enaza. Kowcyavmauus omopuHosapuneonoea: npu puHo-
CKONUU OMMEHaroOmcs NoAUnbl 8 CPeOHUX HOCOBLIX X00ax ¢ 08yX
CMOPOH ¢ 3ampyOHeHUeM HOCOB020 ObIXAHUS U CHUNCEHUEM 000-
Hanus. Koncyasmauyus cmomamonoea: umeemcs ygeaudeHue
mKaHell M2K020 HeOa 3a cuem MAnblX CAIOHHbIX Jicene3; 00beK-
MUBHOIL KCepocmomuu He 00HapydiceHo (cuaromempus — 3,4 ma).
Cuanoepagus — NpusHaAK08 NAPEHXUMAMO3HO20 NAPOMUMA He
6bis161eH0. Buoncus manvix carioHHbIX dcene3: 8 001bKax ommeua-
emcsl GblPAdICeHHAS AUMPOLUCMUOUUMAPHAS UHDUALMPALUS
(ceviue 200 knemok 6 noae 3penus). Ilposedera buoncus o6sem-
H020 00pa306aHUs NPABOLL OPOUMDBL: KYCOUEK NAOMHOU (PUOPO3HO-
ACUPOBOLL MKAHU C UHPUALMPAMOM U3 AUMPOUOHBIX INEMEHMO8
DA3HbIX CmeneHell 3peaocmu ¢ Gopmuposanuem GoatuKyIono-
000HbIX CMPYKMYD, HAGZMAMUMECKUX KAEMOK, UCMUOUUMOS.
Hmeromes maccugnvie yuacmku ¢uoposza co cKyOHbM KAemou-
HoIM UHuabmpamom. Msmenenus 6osee coomeemcmaym peakx-
mueHbIM (XpoHuueckoe gocnanerue). Ilepecmomp mxanu ydasen-
noit ITHYCK: noanas ampogus ayunycos. Pe3zko evipasicenHbiil
CKAEPO3 CIMPOMBL C NPUBHAKAMU 80ChaANeHUs. B coedunumensroi
MKAHU ONpedeasromcest AUMPOLUCMUOUUMAPHbIE UHDUALIMPAMbL.
Dopmupyomest epanysemvl U3 SUCMUOUUMOS 8 YeHmpe U AUMPO-
yumos Ha nepugepuu. MHo20 MKaHeabIX 303UHOPUN0E, PACHON0-
JICEHHBIX 8 04a2aX 60CNANCHUA U OUPDy3-
HO 6 cmpome. Bcmpeuaromcesa kpynHoie
Makpogaeu, a makaice MHO2050epHble Md-
kpoghaeu. Ilepecmomp npenapamos noau-
noe noca (om 2001 e.) — pvixaas coeduru-
menvHas MKaub. InumenuansHole Kiem-
Ku ampoghuunsl, npoaugepupyrom, ¢op-
mMupys. MHoeosidepHble naacmol. B causu-
cmoti 060104Ke — yMepeHHoe 80CnaneHue
C 04a208biM CKONAEHUEM AUMPOUUMOS,
2UCMUOUUMOB, NAAZMAMUYECKUX KACMOK
U 303UHOPUA0E 6 60NBUIOM Koaurecmae.
Juaenocmuposan myavmugokans-
HbLll (pubpo3 ¢ nopajiceHuem nOAOCMU HO-
€a U NapanazanbHbixX CUHYCO8, 8Cex epynn
CAIOHHBIX Jicenes, ncee0omyMopom opoum,
aumepadenonamueti. Hckarouenvt 601e3Hb
Illeepena, JII3 u epanysemamo3 Beeene-
pa. Ilposedena nysvc-mepanus 80 me de-
kcasena u 1,0 e yuxaogocgpana odun pas
6 2 Hed ¢ nepesodoM HA NOOOePICUBAIO-
wue 003vl memunpeoa (8 me/cym) u yuk-
noghocgharna (200 me/ned) enympumoiiuey-
HO. Y 001bH020 3HAUUMENLHO YMEHbUIU-



AUC 8 PA3MEPAX CAHHHblE Jceae3bl U NepuopoUmanvHas UH-
Quasmpayus, peepeccupoganu NOAUNLI HAPYICHBIX HOCOBBIX XO-
006 ¢ goccmanosaeHuem c60000H020 HOCO8020 ObIXAHUS U NOAHO-
UEHHbIM 60CNpUAMUEM 3aNax08, HOPMAAU308aNUCh NOKA3AmMenu
60CNANUMENbHOU AKMUBHOCMU U COOepicanue y-en00yauHo8.
K uronio 2002 2. nauuenm camocmosmenvHo ommenus nodoep-
acusarougyro mepanuro. C okmadps 2002 e. obpamun HUMaHUe HA
nosenenue omekos eonenell, nogviuierue AJl do 170/100 mm pm.
cm. Iloemopno eocnumanuszuposan ¢ DPIBY «HUHUP
um. B.A. Haconoeoit» PAMH, ede duaenocmuposan eromepyno-
Heghpum ¢ Heghpomuueckum cunopomom. B buonmame nouxu —
Kapmuna memoparo3Holl Heghponamuu (6 KaybouKax ommeuaem-
cs1 JupghysHoe ymonujerue 6a3a1bHbIX MEMOPAH KANUANSAPOS, He-
boabuoe pacuiuperue me3aneus u caadas 04az06as nporugepa-
YUt ME3AHSUOUUMO8; SNUMENUT] UBUMBIX KAHAAbUEE 8 COCMOsI-
Huu 6eaKo8oil ducmpoghuu; 6 cmpome 8bisA6AAI0MCA 04aU CKAEPO-
34, 04ae06as AUMPOLUCIUOUUMAPHAS UHDUABMPAUUA; AMUAOU-
da He Hatideno). Y 604bH020 HAOAI00AN0CH NOBbIULEHUE YDPOBHS X0~
snecmepuna 0o 10,4 mmonv/n, kpeamununa do 112 mxmonv/n,
CPb oo 1,74 me/on (nopma <0,8), omcymcmeue aHmuHykaeap-
Hoeo ¢pakmopa (AH®), anmumen x JHK, AHIIA, anmumen
K kapouoaununy (AKJI) u HopmanvHble ypOGHU KOMHAEMEHMA.
boavromy Ha pone npuema npednuszonona é doze 40 me/cym npo-
6edeHbl mpU Ceanca nyabc-mepanuu 0eKcageHom u yukiogocga-
Hom (cymmapro 240 me u 3,0 e coomeemcmeenHo), ¢ nocaedyr-
wum nepesodom Ha GHYmMpUMblUIeUHOe 86e0eHuUe YUKA0GochaHa

200 me 6 Hedearo u NOCMeneHHbIM CHUMICeHUeM 003bl NPedHU3040-
Ha 0o 20 me/cym. K saneapro 2004 . noanoe peepeccupogatue
MeMOPAHO3HOU Hepponamuu, HOPMAAUZAUUS PA3MEPOE AUMPA-
muueckux y3n06 cpedocmenus. B urone 2004 e. camocmosmenvro
npekpamun npuem noodepiucusaroweil mepanuu, 6HO8b NOABU-
AUCH NepUopOUmanbrvle OmeKu, yeeaudeHue CAIOHHbIX dicenes,
apmpaneuy u 060Ne3HEHHOCMb NPU NAALRAUUU 20AEHOCIONHbIX,
nAeuesbix U NyHe3anicmHbIX CYCmMagos, nogbluleHue KpeamuHuna
do 170 mkmons/n u yposHa y-enobyaunog 3a cuem IgG. Humen-
CUBHAsI NPOMeEUHYPUs nepeepy3KU (8biX00 8 MOUY 60AbULO20 KOAU-
Yecmea NOAUKAOHANBHLIX Ne2KUX Uenel UMMYHO02A00YAUHO08).
Ilpusnakoe neppomuueckoeo cuHopoma u MOHOKAOHANbHOU CeK -
peuuu UMMyH02100yAuH08 He ebiseaero. [lpu paduousomonnom
uccaedosanuu onpedensiemcs nosviuieHue Haxonaenus ’Ga 6 noo-
YeNCMHOUL obnacmu cieea u MeOUacmUHAAbHbIX Aumpamuye-
CKUX Y31aX, KODHell NeeKux U Aeoil NoOMblueuHOU obaacmu.
Broeb nposedenvt mpu nyasc-mepanuu dekcasenom u yukaogoc-
ganom (cymmapro 240 me u 2,0 e coomeemcmeenHo) ¢ HOpMaiu-
3ayuell pazmepos CAIOHHBIX Jcene3, UCHe3HOBEeHUEeM OMeK08 8epx-
HUX 8eK, NACMO3HOCMU 20AeHell U 60CCMAH08ACHUEM PUUHECK O]
akmuenocmu. Ilocae vinucku pexomen008anublil yukaoghocghan
(1 e/mec) He npuHuMan, 0CMagancs MoAbKO Ha Mepanuu Memui-
npednuzononom 4 me/cym. B ageycme 2006 e. noseuaucey 3nu3o-
duueckue mynvle Howwue 004U 6 3NULACMPANbHOU 00AACM.
[lpu eacmpockonuu evisenen HeenyOoKuil A36eHHbLI OedheKm ¢ He-
POsHbIMU KOHmMYpamu pazmepom 0o 1 cm. Tlpu yumonoeuueckom

[lnHamMnKa OCHOBHbIX KNNHWKO-NabopaToOpHbIX NPOSABIEHNA 3a6oneBaHns y 60nbHbix M. n C.

Mokasatenn bonbHoit M. BonbHoii C.

BospacT, rogbl 47 48 50 53 55 60 44 48 49 54
3anoxeHHoCTb Hoca + + - - + + + + + +
MonMno3HbIA NaHCUHYCUT + + - - + + + + + +
lceBaoTymop op6ut - + - + - - - - - -
VBenn4eHne CnesHbIX xenes - - - + - - - + + -
Vsenuyenne OYX Il cTeneru - + - + - - - - - +
Yeenuyenne NMHYCXK - + - + - - - + + +
YBennyeHne numMaTniecknx y3nos cpefocTeHus - + - + + + - + + +
lMopaxeHue novek - - + - ++

AZeHOKapUMHOMA Xenyaka + +

TNeiikoyunTel, -10%n 54 6,1 6,6 74 48 8,3 9,6
JozuHodpunnel, <10%n 2 10 3 2 4 10 3
€03, Mm/y 43 63 64 65 46 17 78
ANT, ea/mn 56 45 14 18 23 66 24
ACT, eg/mn 49 22 16 18 30 42 24
[amma-rnoTamun-TpaHcdepasa, eg/mn 66 115 33 38 32 35
AnbbymMuHbI, % (Hopma 62—-69%) 39,4 27 43 47,6 49,4 61 37
a1-TnobynuHsl, % (Hopma 1,3-3,9%) 47 7,7 33 2,1 2,6 3,5 3,7
02-IMo6ynuHbl, % (Hopma 5,4-11,6%) 14,9 28,6 9,3 58 6,5 6,9 8,9
y-Io6ynuubl, % (Hopma 9,3-20,3%) 23,7 1,7 26 29,8 33,1 17,2 41,9
IgG, ME/mn (Hopma 95-235 ME/mn) 263 99 418 384 400 191 480
IgA, ME/mn (Hopma 55-250 ME/mn) 180 137 109 87 110 74 38
IgM, ME/mn (Hopma 60-405 ME/mn) 86 104 64 69 60 144 161
IgE, ME/mn (Hopma <135 ME/mn) 1100 689 1390 281
P®, natekc-tect, ME/n (Hopma 0,0-15,0 ME/n) OTp. OTp. Otp. 49 322
CPB, mr/n (Hopma 0,0-5,0 mr/n) 1,5 3,2 0,6 0,15* 1,4 28
AHO® (Hep-2) 1/80 1/160 0Tp. 1/320
[poTenHypus cyTo4Has, r/n 8 0,5
IgG4 B cbiBOpOTKE, /N (Hopma <2,0 r/n) 40,6 3,0 34 50,6
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uccaedosanuu: yumoepamma onyxoau. Beinoawena cyomomans-
Has peszexyus xwceayoka no buavpom-1, aum@adensxmomus
6 o0seme D2. IIpu eucmonocuteckom uccaedo8anuu Ommeuanocs,
umo onyxonv umeem cmpoerue myOyAAPHOU A0eHOKAPYUHOMDYL,
boavuieli wacmoio ymepeHHO OughpepeHyuposannoil, 00HAKO
6Ccmpeuaomes yuacmku HU3Kol cmenenu ouggepeHyuposKu
¢ pazpacmanuem nAOMHOU 80A0KHUCHOL COeOUHUMENbHOU MKa-
Hu. luaenocmuposan pak meaa xceayoxka, UHPUAGIMPAMUBHO-A3-
eennas gopma, I cmaous, TINOMO. B utone 2012 e. 6 cé53u ¢ pe-
YUOUBOM ONYX0AU 8 KYAbMIO JICeNyOKa ¢ Nepexo0om Ha OUCmans-
Hblil omden nuuiego0a 601bHOMY 8bINOAHEHA IKCMUPNAYUS KYNb-
mu Jcenydka c¢ pesekuueli a600MUHANBHO20 U HUJICHE2PYOHO2O
omadenog nuujeéoda. lucmonoeuneckas Kapmura: HU3KoOUupghe-
DEHUUPOBAHHAS AOCHOKAPUUHOMA C NPOPACMAHUEM 6CeX CA0e6
CMeHKU JcenyoKa ¢ OOWUPHbIMU KPASAMU HeKpo3d ONnyXoaeeoil
mkanu. OOGHapycenbl Memacmasvl A0EHOKAPUUHOMbL 80 6CeX
NPUCAAHHBIX AuMPamuyecKux y3rax. boavnomy navama xumuo-
mepanus. [lpu o6caedosanuu 6 PIbY «HUUP»> PAMH: 3nauu-
menvHas nomeps maccovl meaa (macca meaa 49 ke, pocm 170 cm),
omcymcemeue Hoc08020 ObIXAHUS U 000HAHUS, CAIOHHbIE U CAe3Hble
Jcene3vl 8 AHAMOMUMECKUX SPAHUYAX, AMPOPUUHBL, POM CYXOl.
Buisieaena eunepeammaziobyauHemMusi co 3HA4UMENbHLIM NOGbl-
wenuem yposus 1gG 3a cuem yeeauuenus IgG4-chpaxyuu (cm.
maoauyy), yMmepeHHoe Hapacmauue XpPOHU4ecKoil No4euHoil Hedo-
cmamounocmu (moveguna — 9,5 mmons/n, kpeamunun — 158
MKMOb/N) KAK credcmeue nepeHecenHoll MemMopaHo3Holl Hegpo-
namuu. Hmmynocucmoxumuueckoe ucciedoganue, nposedeHHoe
no 6aoxam yoanennou ITHYCK, evisiguno, umo 1gG4+ cexpemu-
pylowue kaemiu cocmasaniom >90% ecex IgG+ cexpemupyro-
WUX NAA3MAMu4ecKux Kaemok (puc. 2).

Kaunuveckuii ouaenos: IgG4-CC3 ¢ nopasxcenuem napysic-
HBIX HOCOBBIX X0008 U NAPAHA3AAbHBIX CUHYCO68 (110AUNO3HbII NAH-
cunycum), opoum (nceedomymop), CAOHHbBIX Jceae3 (CKaepo3upy-
rowuil cuatoadenum), aumgpamuueckux y3i06 (aumeadenum)
u novex (MemOpaHO3HbLI 2A0Mepy10Hehpum, XpoHu1eckas no-
ueynas Hedocmamoyunocmv — XIIH). Peuyuoue adenoxapuunomot
aceayoka.

boavnoii C., 1959 coda poxucdenus (49 aem), nocmynua
6 kaunuxy OIBY «HUHP» PAMH 12.05.2008 2. ¢ acarobamu na
3ampyoHenue Hoc08020 ObIXAHUA, PUHOPEIO, 3a10ICEHHOCMb Yulell
u yeeauuenue [THYCK.

“‘1 '.."v_(.:'“’-.' >3 2 -

Pue. 2. VimmyHorucToxummyeckoe nccnegoanue NMHYCXK 6onbHoro M.,
1gG4+ nnasmartnyeckne knetku. Ys. 200
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Annepeonoeuveckuil aHamues: nPU HA3HAYEHUU HeCmepouo-
HbIX NPOMUBOBOCNANUMEAbHBIX NPENAPAmMo8 (ACNUPUHA, Kemopo-
Aa), bapanreuna, yumpamona, Cnazman2ona — yoyuibe, NPUCHynbl
OPOHXUANLHOU ACMMb.

boavnbim cebs cuumaem c nosops 2003 e. (44 200a), koeda
NOAGUAUCH INU300bl YOYUUbSL U UHCRUPAMOPHOU 00bIUKU, 3ampy0-
HeHue HOC08020 ObIXAHUS, PUHOPes U 3AN0)CeHHOCMb Yulell.
B 2006 e. (47 nem) ycmanoenen 0uaeHo3: nOAUNO3HbLI PUHOCUHY -
cum Ha goHe acnupunosoii acmmul. KT npudamoursix nazyx Ho-
ca: KapmuHa NOAUNO3HO20 NAHCUHYcUmA. Yseauuenue pazmepos
CAe3HbIX Jicene3 ¢ obeux cmopor (cnpasa — 28x13 mm, careea —
27x15 mm). B mapme 2007 2. eocnumanusuposan 6 JIOP-omadene-
Hue. B cea3u ¢ naauuuem 6 obuux HOCOBbIX X0OAX NOAUNOBUOHbIX
00pa308aHULl cepoeo usema, UCXo0SuUx U3 CpeOHUX HOCOBbIX XO-
006 U 06MYPUPYIOUUX NPOCEEM 00U4UX HOCOBBIX X008, NPOBEOCHO
onepamugHoe eMeuamenbcmeo. Boinoanenst cenmonaacmuxa noo
MUKDPOCKONOM, MUKDPOCKONUYECKAs HOAUCUHYCOMOMUS C 00eux
cmopoH. Mopghonoeuueckoe uccaedosanue: Kycouku cAUZUCHOL
000104KU, BLICMAGHHbIE PECRUPAMOPHbIM INUMeAUeM ¢ HaAu1uem
KUCMO3HO PACUIUPEHHbIX Jicene3 pemeHUUOHH020 MUnd, omeKom
U XPOHUYECKOU B0CNAAUMENbHOU UHGUALMPAUUEl COCOUKOBbIX
CMPYKMYP ¢ HAAUMUEM 303UHOPDUNBHBIX NCHKOYUMO8 — KAPMUHA
socnaaumenvho2o noauna. I[locae npogedeHHoil noaucuHycomo-
MuUu 00pamun 6HUMAaHUe HA NOSIBACHUE ONYX0Ne8UOHBIX 00pa3068a-
HUll 6 obaacmu opoum, HabAOAACs FnU300 YOYWbs U UHCHUPA-
MOPHOU 00bLUKY NpU npueme AchupuHa. Yemawoesen O0uazos
OPOHXUANBLHOU ACMMbL CMEUWIAHHO20 2eHe3d, U ¢ NPpeononazaembim
duaeno3om «H08000pazoeanue opoum» 6 urore 2007 2. 60abHOI NO-
cmynua 6 0QmanbMon02UMecKy0 KAUHUYECKYI0 O0AbHUUY.
Tloo eepxneii cmenioii opbumst 6 nHapyxcnoii mpemu (OS>0D)
nanvnupylomes: Gyepucmole, nA0X0 cMeuwjaemvle 00paA308aHus,
yxooauwue 6 enybp opoum. Ha puc. 3 npedcmaenensvl usmenenus
opoum u nocoenomku Ha KT. Ilposedena noonadkocmuuunas op-
oumomomus caeea. Makpockonuueckoe onucanue: npedcmaeine-
Hbl 4 Oyepucmoix Kycka Xpauweeoli NOMHOCMU, Ha paspese — 00-
HOpOOHas naomuas mkaus. Mukpockonuueckoe ucciedogauue:
paemenmol PuoOPO3HOU MKaHU, cpedu KOmopoi dupgepeHyupy-
romes. ampoguunsie ycenesucmole mpyoxu. Ommeuaemes o4azo-
60-0uhysras aumgponaazmouyumapras UH@UALGMPaAyUs ¢ 00pa-
308aHUEM 8MOPUHHBIX AUMPOUOHBIX POANUKYN08, NpUMECH 00Nb-
wo2o uucaa 203unoPunos. Cocyovl ¢ 2UANUHO30M CIMEHKU, NepU6a-
CKYAAPHBIM (PUOPO30M, 6CMpeuaromes 00AUmepUpoOBanHsie cocy-
dvl. 3akarouenue: do06poKauecmeeHHoe AUMPOINUMENUANbHOE NO-
paxcerue caesHoll ucenesol. B utone 2007 2. vinoanena nooHaoko-
cmHuyHas opoumomomus cnpaga. OOHapysiceHvl UOeHMUYHbIE U3-
MeHeHUs 8 yOanreHHbIX (paemenmax cae3noll yceneswl. [locae dgy-
CMOPOHHell 0pOUmMoOmomMuYU 06pamun 6HUMAaHUe Ha NOCMeNneHHoe
nosieneHue Onyxo1e8UOHbIX 00PA308aHULL 8 NOOHUNCHEUEACHIHbIX
obonacmsax. C npednonraeaemvim ouaenozom IgG4-CC3 6 mae
2008 e. eocnumanuzuposar ¢ cmayuorap PI'bY «HUUP» PAMH
025 06caedosanus u newerus. Ilpu ocmompe nasbnuposanucsy He-
3HauumenvHo yeeauuennoie OY2K, uz npomoxog caiona evidensi-
aacs. 3nayumenvho yeeauvenv I[THYCXK (puc. 4), onu donvua-
mole, NAOMHOBAMbIE, KOJNCA HAO HUMU He USMEHEeHd, Jcene3bl CEsl-
3aHbL € YBENUMEHHbIMU NOOUENOCMHbIMU AUMPAMUYeCKUMU Y31a-
mu, uz npomokog npaeoil [ITHYCXK carona évideasemces ckydmo,
u3 ne6oil — noumu He evloensemcs. Yeeauuenue HeOHbIX MANbIX
caronubix rcenes. Cuanromempus — 3,0 ma. Cuanroepagus — He3na-
YUMeNbHO BbIPadiceHHble nposieaeHus cuaroadenosa. Ilpu Y3HU
TTHYCXK pe3ko yseauuenst, 6 HUX 0Npedensiomcs: MHOJICECMBEH -
Hble eunosxoeeHHvle 00pazoeanus pasmepom 18x14x12 mm, cau-
sarouwuecs: ¢ Oonee KpynHole NOASL, KOHMYPbL IMUX 00PA308aHULL
yemKue, IX02eHHOCMb NAPEHXUMbL Jcene3 (6He ONUCAHHBIX 00pa-
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Puc. 3. bonbHoit C. KT ronosbl: Hanu4ne cuHycuTa, UCKPUBIEHWE HOCOBOWN NEPeropojKku 1 MacCUBHOE yBe-

JIN4eHne Cne3HbIX Xenes

308aHULL) 00bIYHAS, 6blI6OOHbIe NpomoKu He pacuiupervl. OYK
00bI4HBIX pazmepos u 3xocmpykmypul. Jlumgpamuueckue y3nvl wieu
6e3 cyuecmeeHHblx ocobennocmeil. Ilpu ogpmanvmonocuueckom
00caedosanuu gvisiener cuHopom cyxoeo erasa. Ilpu KT evisenrena
aumepadenonamus cpedoCmeHus ¢ yeeauveHuem OpOHXONYAbMO-
HAAbHbIX Aumpamuyeckux y3n06 0o 1,3x1,7 cm. Hceeaedosanue
¢ paduouzomonom ¢ “’Ga yumpamom ceudemenbcmeayem 0 HaAU-
uuy namonoeuyeckoii akmugroi mxanu 6 oonacmu ITHYCXK. Oc-
HOBHble KAUHUKO-1a00pamopHble nposigaenus y 6oavHoeo C. nped-
cmaenensvt 6 mabauye. Habardaroce maxce nogoluienue yposHs
obueeo ouaupyouna 0o 34,0 mmoav/n (npsmoit — 5,7, Henpamoii —
28,3 mmonw/n). Ilposedero ummyHocucmoxumu1eckoe ucciedosa-
Hue 010Ka pe3eyupo8anHoll CAe3HOU Jcenesbl ¢ UCNOAb308AHUECM
anmumen k CD3, CD10, CD20, CD21, CD43, BKL-2, Ki-67, IgD
u 1gG4. Ilpu peaxyuu ¢ CD20 susyanrusupyromecs 4emko o4epyeHt-
Hble hoanuKyn0nodobHble CMpPYKMYypbl, HepeoKo CAUBaruuecs
medcdy coboil u popmupyrousue KpynHoie CmpyKmypbol, ¢ Haauvuem
ceemavix 3apoodviuiesvx yenmpog CD 10+,
BKL-2, ¢ evicokum yposHem npoaugepa-
muenoti akmusnocmu (Ki-67+). Dxempa-
donrnukyraprlii KOMNOHeHm npaKmue-
cKu He onpedeasemcs (B-kaemku, pacno-
A0XCEHHble UHMPADOAIUKYAAPHO, OUC-
KpemHbl, KpaiiHe HeMHO2OYUCACHHDBL).
Ilo nepugepuu ghorruxkynos onpedensem-
cs 3ona manmuu IgD+. Ponaukynvt okpy-
acenvt T-knemxamu (CD3, CD43). Koau-
uecmgo CD43-no3umueHoix kaemok 3Ha-
YUMeNbHO, PACNOAOJNCEHbl UHMPADoAIU-
kyaapro (T-kaemxu~+, eucmuoyumol+).
[lrasmamuueckue Kaemku a6as10mces no-
AUKAOHAAbHBIMU, CO0epicam KaK K-, max
u A-yenu, npubAU3UMENbHO @ PABHBIX CO-
omuowenusx. 1gG4 cunmesupyemes 6onee
50% naazsmamuueckux kaemok. Mopgho-
UMMYHOUCMOXUMUYECKAs KapmuHa co-
omeemcmeyem amMunU4HoOU AUMPOUOHOLL
eunepnaazulU.

Puc. 4. bonbHoi C. (

Kaunuueckuii duaenos: IgG4-CC3 ¢ nopasxcenuem Hoco-
2a0mKu (NOAUNO3HbLIL NAHCUHYCUM), CAe3HbIX MHceae3 (CKaepo3u-
pyrouwuil daxpuoadenum), IIHYCZK (ckaepozupyrowguii cuatoade-
Hum), aumpamuueckux y3.106 cpedocmenus (aumgpadenum).

boavHomy pekomendogano nposedeHue nyabc-mepanuu
Memunpedom U YukKaAophocghanom, om Komopoi oH 8030epiucan-
¢, U 3a001e6aHUe PA36UBANOCH eCMECE8EHHVIM nymeM. B Ho-
sa6pe 2010 e. na KT epyoHoit knemku visi61eHbl NPUSHAKU OCHL-
D020 BOCNANUMENbHO20 NPOUECCA 8 NC2KUX — NPABOCMOPOHHAA
HUudCcHedoseeasn nHeemonusa. Ouaeoeoe usmMeHeHue 16020 nee-
K020, 6eposimHo, cneyuguueckoeo xapakmepa. Yacmuuno
OCYMKOBAHHbII NPABOCMOPOHHUI 2UOpomopaxc. YmepeHuas
enympuepyonas aumgpadenonamus. I[Ipu noemopnoit KT nee-
Kux uzmenenus 6o 11, VI ceemenmax neeoeo neexoeo u npuxkop-
HesblX 0MOeaax npagoeo Aeek02o paccCMampuganics 8 pamKax
UHmMepcmuyuanrvHoil nHeemonuu. Hckarouen mybepkynes nee-
kux. Ilocmenenno y 604bH020 PA38UAOCy MACCUBHOE Y8eauHe-

2008). YenuueHue MHYCXK
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Hue OY2K (puc. 5). Boiséneno snauumenvroe noswviuierue ypos-
Ha 1gG4 6 coieopomie 0o 50,6 2/a ¢ depuyumom opyeux gpak-
yuti IgG, a maxauce PO, cman onpedensmoca AH® (1/320h),
ommeuerno cuuxcenue C3- u C4-gpparxyuii komnasemenma (C3 —
0,56, C4 — 0,06). B 6uonmame OY2K eviss61eHb1 Mopposocuue-
cKue U UMMYHOMOpgoaoeuveckKue UMeHeHUs, XapaKkmepHble
oaa IgG4-cesnzannoeo cuanroadenuma. Jlumgpouono-karemou-
Hblll unguavmpam npedcmaeénen B-kaemxamu CD20+, gop-
MUPYIOUWUMU HOALUKYAL PAZHBIX PA3MEPO8 U POPMbL, 8 OCHOGE
KOMOpbIX ONpedensiomcs Xopoulo 0peaHu308anHble cemu Goa-
AUKYAapHox OdeHdpumubix kKaemok CD23+. I[lpu peakyuu
¢ CD3 nozumuenvl mHoMcecmeeHuble T-aumpoyumeol mexcgon -
AUKYAAPHBIX NPOCMPAHCME,; MENCHONNUKYAIPHO ONPEOeNsiom -
cs epynnamu u OUCKPemHo Aejcaujue nAa3mamuyeckue Kiem-
xu CDI138+, npedcmasgnennvie ¢ ocnosrom IgG+ naazmoyu-
mamu. IgG4+ cocmasasiom do 80% IgG+ kaemox. Mopghoum-
MYHOUCMOXUMUYecKas Kapmuna He npomugopeuum IgG4+
ckaepozupyrouemy cuaroadenumy. Ipuznakoe aumgomsr npu
UMMYHOMOP@DONOUHECKOM — UCCAed08AHUU He  BblAGAEHO
(puc. 6). BoavHomy pexomendoeana KOMOUHUPOBAHHAS Mepa-
nUs € UCNOAb308AHUEM pUMyKcuMabda, MemuanpeoHu30A0Ha
u yukaogocgaua.

Puc. 5. bonbHoit C. (2013). MaccusHoe yeenuyeHne OY2XK n MHYCXK

Puc. 6. immyHornctoxummyeckoe nccneaosanne OYXK 6onbHoro C.
Ig4+ nnasmartnyeckue Knetku. Ys. 50
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06cyxpeHue

M3BecTHBI OTAEIbHBIC TIOMYISIIMOHHBIC UCCIETOBAHUS
1gG4-CC3: cpeau 00TBHBIX C ayTOMMMYHHBIM ITAHKPEATUTOM
npeobiaamaroT MYXKYMHBI (CoOoTHomeHne M: XK — 2,8:1) [11]
B Bo3pacre ctapie 50 ier [7, 12]. [IpoBeneHHOE HaMU B TIOC-
JIeaHWe Toabl uccaenoBanue Beex rpymm IgG4-C3 mokasaio,
YTO MeanaHa aebroTa 3a0oJjieBaHUS TIPUXOAUTCS Ha 44 roma
C HE3HAUYUTETHHBIM TPEeBaTMPOBAHUEM JIUII MYXKCKOTO IOJia
[13]. boibHBIE ¢ TOpaXkeHUEM CUHYCOB, OPOUT M CIIFOHHBIX
Keje3 OynyT o0cienoBaThesl MepBOHAYAIbHO Yy OTOPUHOJIA-
PUHTOJIOTOB, CTOMATOJIOTOB, O(TaIbMOJIOTOB, OHKOreMaTo-
JIOTOB M PEBMATOJIOTOB C Mpe/roaaraeMbiM TMarHO30M MaH-
cuHycuTa, cuHapoMa Illerpena, 6one3Hn Mukynuuya, JUM-
(OoMBI, TPaHYJIEMaTO3HOTO TTOPaXEeHUS, ayTOUMMYHHOTO JaK-
puocuanoanenuta [5, 9, 13, 14]. OnucanHble HaMM ABa CIy-
yas IuTebHo mpociexkeHHoro 1gG4-CC3 neMOHCTpUPYIOT
KJIaccuieckre KIMHUKO-JT1abopaTopHbie, MOpQooTuiecKre
U UMMyHOMOpdoToTUIeCKre TPOsIBIeHUs 3a0oJeBaHUs,
C KOTOPBIMUA MOTYT CTOJIKHYTBCSI Bpauu Pa3JIMUHBIX CIEIU-
AJIILHOCTEN.

CocrosiHue, uneHTudUIMpoBaHHOe B 1967 T. KaK MyJib-
TUdOKaNIbHBIN (PUOpPOCKIEepO3, ceifuac B OOJIBIIMHCTBE ClIyda-
eB oTHocAT K IgG4-CC3 [15]. JIByMSsT YaCTIMU MPOSIBICHUSIMU
1gG-C3 aBasitoTcs NMceBaOOMYX0JIEBbIe MOPAKEHUS U aJlIepru-
yeckue 3abojeBaHus. CeHCHMOMIM3ALUsI OPraHUYECKOM ITbl-
JIbI0 M aCMMPUHOM MPUBOIUT K Pa3BUTHIO PUHOCHHYCUTA,
OpPOHXMATBLHON aCTMBI, IMOJUITIO3HOTO MAHCUHYCHUTA B IeOI0Te
3a00JIeBaHMSI C ITOCTEIIEHHBIM BOBJICUCHUEM B IPOLIECC OPOUT,
CJTIOHHBIX XeJe3, TMM(aTUIecKnx y3JI0B, JIETKUX U TI0YeK Mpu
MUHAMUYECKOM HAOJIOICHUN Y OTMChIBAEMBIX OOJBHBIX. DTa
CUMIITOMAaTUKa COMPOBOXIAIACh YMEPEHHOU 303MHODUIMEN,
3HAUYMTEIBbHBIM TIOBBIIIeHUEM ypoBHeitl IgE/IgG4 B chiBOopoTKe
kpoBu. Oxoiio 40% GonbHbIX ¢ [gG4-C3 cIIOHHBIX XKeJe3 U 0p-
OUT MMEIOT ajiepruyeckue 3aboeBaHusl, TaK1ue Kak OpOHXU-
ajbHasg acTMa WJIM XpOHWYECKMi cuHycuT [16]. OnpeneneHue
ypoBHeit IgG4 B CbIBOPOTKE KPOBU MOXKET CIIOCOOCTBOBAThL 00~
Jiee paHHel MoCTaHOBKE MPaBUJIbLHOTO IMArHo3a 1 MpeaoTBpa-
TUTh HEOIpaBIaHHbIC OTepaTUBHbIE BMelIaTeabcTBa B JIOP-
WA 0DTATbMOJIOTMYECKUX CTAllMOHAPaX, YYUTHIBAsI PETPecCcu-
poBaHUE TIPOSIBICHUI CHMHYCHUTOB M CKJICPO3UPYIOLINX JaK-
pUOANIEHUTOB TPU WCTIOIb30BAHUM CTEPOUIOB, UMMYHOIE-
TPECCAHTOB W TeHHO-WHXeHEepHBIX TperapatoB [7—10]. [Toc-
TereHHOoe HapacTanue ypoBHs [gG4 omnpenesnsiioch B CBIBOPOT-
Ke OOJIbHBIX Ha TPOTSIKEHWM BCETO Iepuoja HaOIoneHus,
MpU 3TOM BO BTOPOM cliyyae y OOJIbHOTO pa3BUJICS HedUUUT
dpakumii IgG1, IgG2, IgG3, Ho 0611t ypoBeHb IgG ObLT BbI-
cokuii 3a cuer ppakuuu IgG4. Takoe TeyeHue 3aboJieBaHUS
npeanoaracT BO3MOXHOCTh pa3BuTus IgG4-npoayuupyioiiei
numbomsl [17, 18].

Mopdonoruuyeckoe 1 UMMYHOMOP(HOJOrMIeCcKOe Mo~
TBEPXKIEHUE IMarHo3a SBASeTCS 00s3aTeIbHBIM IS TTOCTa-
HoBKkU nuarHo3a IgG4-C3 [19]. OcHoBHO# Mopdonorude-
ckoit kaptuHoit I1gG4-C3 sBnsercs TIOTHBIM TuMbOIIIa3-
MOIIUTAPHBIN WHOUIBTPAT CO CJIA0BIM WM YMEPEHHBIM 20-
3MHO(MUIBHBIM KOMITIOHEHTOM, C pa3BUTHEM TKaHEBOTO (hubd-
pockiiepo3a U obiutepupylomero ¢iaedburta [16, 20, 21].
B xene3ucTeix opraHax UHGWIBTPAT OKPYXKAeT MPOTOKOBbIE
cTpykTyphbl [20]. BocnanurenbHble U3MEHEHUST 4acTo (op-
MUPYIOT OIyXOJIENIOA0OHbIE MacChl, KOTOPbIE MOTYT pas3py-
1IaTh MOpaxeHHble opraHbl. [Ipu3HaKku rpaHyJIeMaTO3HOTO
BOCITaJIEHUSI MOTYT MPUCYTCTBOBaTh, HO (DOPMUPOBAHUE Tpa-
HYyJIEM SIBJISIETCSI HEOOBIYHBIM JIJISI 3TOTO MopaxeHus. Hecmo-
Tpsl Ha XapaKTepHbIe THCTOJIOTHYecKKe TposiBieHust 1gG4-



C3, UMMYHOTHCTOXHUMUYECKOE TTOATBEPXKICHUE C OTpeaeie-
HUEM COOTHOIIIEHUs CUHTEe3a TUIa3MaTUYECKUMU KIIeTKaMu
1gG4+ x IgG >40% HeoOXoaMMO UTst TOCTAHOBKH JMAarHO3a
I1gG4-C3 [19]. UccnenoBanre GMONITATOB CIU3UCTHIX 000JI0-
yeK MOJOCTU HOca, MaJIbIX CIIOHHBIX Xeje3, OYXK, nmouku
U yIaJeHHBbIX TceBIOTyMOpa opouThl, cie3Hbix u [THUYCXK
HEOTHOKPAaTHO MPOBOIMJIOCH B HALIIMX CIyJasiXx Ha TMPOTSIKe-
HUU BCETo nepuroaa HabmoaeHus . [McTomornyeckue u UMMy -
HOTMCTOXMUMUYECKUE TMPOSIBIEHUSI ObUIM CXOAHBI BO BCEX
M3y4yaeMbIX TKAHSIX, UYTO MOATBEPXKIAET CUCTEMHBII XapakTep
nopaxeHusi. MyJbTUCUCTEMHBIN XapakTep 3a00JieBaHUST Ha-
Oro1aJIcsl MPaKTUYECKU B 1e010Te 60JIE3HU B IEPBOM Cllyyae,
TOTJa KakK BO BTOPOM CJlyyae TaKOil BapUaHT MOPaXeHUs T1-
arHOCTUPOBAH TOCJIe HECKOIBKUX JIET €CTECTBEHHOTO Teue-
HUs O0JIE3HU.

Oco0eHHOCTBIO HAIIeTO HAOMIONEHUS SIBISIETCST Pa3BU-
THe MeMOpPaHO3HOTO TJoMepyJoHedpuTa U aJeHOKapIIUHO-
MBI B TIpoliecce HaOIIONEeHUST B TIEPBOM cliydae W TYOYJIOMH-
TEePCTUIIMATBLHOTO HedpuTa BO BTOpOM ciiydae. [Touku sIBIsI-
IOTCSI YacTbiM opraHoM-MulieHbto npu 1gG4-C3, ¢ tybyno-
MHTEPCTULMATBHBIM HedpUTOM, (HPUOPO30OM U MaCCHUBHOM
IgG4+ nnasMoxkiieTouHoi uHuUabTpauueit [22, 23]. Xots
MHOTHE MCCIeIOBaHUsI HE OOHAPYXUBAIU 3HAUUTETbHbIX U3-
MEHEHU B KIyooukax y 60abHbIX ¢ IgG4-cBsizaHHOI Hehpo-
matueil, B TUTepaType OIKcaH ciyyail pa3BUTUS MeMOpaHO3-
Holt HepponaTum y 6obHOTO ¢ IgG4-C3 [24]. HecMmoTps Ha
To uto IgG4 cunTaeTcsi MPOTUBOBOCTIANUTEIBHBIM UMMY-
HOTJIOOYJTMHOM, OH UTPaeT IEeHTPaIbHYI0 POJIb TIPU OTpese-
JICHHBIX MMMYHOOITOCPEIOBaHHBIX cocTosiHUsIX. OOpa3oBa-
HUE BOJIIBIPEl Ha KoXe Y OOJIbHBIX C BYJIbrapHOI 1 9KCHOIH-
aTMUBHOM Ty3bIPYATKON OITOCPEIOBAHO IPEMMYIIECTBEHHO
IgG4-anturenamu K gecmoryeuny 1 [25]. Hanuuue aytoaH-
t™aTea K M-tuny peuentopa docdonumnasbl A2 Ha TOAOLUTAX
CBSI3aHO C DPa3BUTHUEM HWAMOMATUYECKOTO MEeMOPaHO3HOTO
roMepynoHedpuTa, U 3T aHTUTEIA IPEACTaBICHBI IPEUMY-
mectBeHHO 1gG4 [26]. IIpu ogHOM M3 BapMaHTOB MeMOpa-
HO3HOTO TJoMepyJoHedpuTa y aeTeil KIyoOouKu TOouYeK To-
Bpexnaiorcs [gG4-comepXamumMyn IMMYHHBIMU KOMITIIEKca-
MU, KOTOpBIe 00pa3yroTcs in situ [27]. Pa3ButHe y aTHX Tamm-
€HTOB TSIKEJIOTO He(PPOTHUIECKOTO CUHIpOMA, TOSIBICHUE
B nocaenytomeM XITH Ha ¢oHe runeprammariodyimHeMun
U BbicoKoro ypoBHs 1gG4 B KpoBHU, a TaKXKe U MOJTHOE perpec-
CHpPOBaHMUe KIIMHUKO-T1ab0paTOPHBIX TIPOSIBJICHUI MTOCTIe UH-
TEHCUBHOW Tepanuu MOATBEPXKIAI0T BO3MOXHOCTb TaKOTO
tira nopaxeHust noyek npu IgG4-CC3. MemOpaHO3HBIM
rnomepynoHedput npu IgG4-CC3 naTopu3nonsoruyecku oT-
JIMYaeTcsl OT APYTUX OPTaHHbIX MOPaXeHU TPU 9TOM 3a00Je-
BaHMU. MeMOpaHo3HbI Hedput npu IgG4-C3, BeposiTHO,
CBSI3aH C UMMYHO-KOMIUIEKCHBIM MTOPaXXeHUEM, a He SIBIISIeT-
cs1 OOBIYHBIM BOCTIAJIUTETLHBIM TIPOIIECCOM, KOTOPBIN XapaK-
TEpPU3yeT Apyrue OpraHHble U3MEHEHUSI TIPU ITOI MaTOJIOTUH.
DToT BapuaHT nmopaxeHus rmovek npu [gG4-CC3 otnuuaercs
OT «AINONATUYECKOrO» MEMOPAHO3HOTO INIOMEpPYJIOHEQpPUTa,
KOTODBIl XapakTepusyercs Haauuuem aHtutes k PLA2-pe-
mentopy. Ciaenyer OTMETUTh, OJHAKO, YTO TH aHTUTENIa OT-
HocHt K IgG4-noaknaccy uMMyHOrI00yauHoB [28]. dusno-
snorudeckue IgG4-oTBeTbl MOTYT OBITH MHAYLIUPOBAHBI JTU-
TEJbHBIMU WJIY MMOBTOPHBIMU AHTUT€HHBIMU CTUMYJIaMu [29].
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JlnutenbHass CTUMYJISIIIUSI OPTaHMYECKOM TIBLIBIO M JIEKapCT-
BEHHBIMU IIperapaTaMyd OTMedajach Ha MPOTSKEHUW BCEro
repuoaa HabJIIOIeHUS B HAIIIMX CIyJasix.

PasButne paka Xenymka y MepBOro OOJBHOTO IOCTe
§-netHero teueHus IgG4-CC3 paHee B iuTepaType He ONU-
CBIBAJIOCh, W CIIydail SIBJISIeTCS TPYIHBIM [UISI MHTEpIIpeTa-
. MHTepecHO OTMETUTD, YTO, HECMOTPSI Ha paauKaibHOe
JieyeHUe Ha paHHeN cTanuu 3a00JieBaHUs, PELIMANB OIyXOJIU
JNIMArHOCTUPOBAH yepe3 3 rojia U COMPOBOXKIAICS MOSIBICHU-
eM TuIleprammarjiooyJmHeMuu, BbicOKoro ypoBHsi IgG4
B chIBOpOTKe M mpu3HakoB XITH, XoTs moBbIllieHNE ypOBHEM
KpeaTMHWHA 1 MOYEBUHBI HE OTNPEACISAIOCh B TeUCHUE M-
TEJIbHOTO BPEMEHH ITOCJIE 3MN30/1a OCTPOTO He(POTUUECKOTO
CUHIpOMa U MPOBEACHHON Tepamuu. EnwMHCTBEHHOE M-
TeJIbHOE HAOII0AeHUE OOBHBIX C MIMOMATUYECKUM PETPOTIe-
putoHeabHBIM Gubpo3oM omyonmukoBaHo B 2011 T [30].
IIpu menunane HaGmonenus 4 rogay 9 (6%) us 151 GoibHOTO
pa3BUIMCh Oomyxoiu (TuMdoMbl — 3, pak TpencTaTeJbHOI
Keye3bl — 3 U pak moyku — 3). MeauaHa MHTepBaia 10 pas-
BUTHUS OIYXOJIM TOCJE YCTAHOBJIEHUSI 1UarHo3a peTporepu-
ToHeasbHOro ¢ubposa cocraBuiaa 50 mec. Creayer oTme-
TUTh, YTO B HCCJEIYeMOU TpyIIie OTCYTCTBOBAJIM OOJbHBIE
¢ TIopaxkeHUeM CJIIOHHBIX Xeye3. B paHee mpoBeneHHOM Ha-
MM aHaJIu3e MCXOMOB IMPHU IJIUTEIbHOM HAOIIOACHUMN MallM-
eHTOB ¢ 60se3Hbio LllerpeHa, UMEOIMMUX XpOHUYECKUI ayTO-
WMMYHHBIH TIPOLIeCC B CEKPETUPYIOIIUX SIUTETUATBHBIX XKe-
Je3ax, TMM@OMBI M paK XeJlyJKa pa3BUBAJIMCh 3HAYUTEIHHO
yaie, 4eM B oOmieil momynasunu [31]. MoXHO IMpeamnosio-
KUTb, 4TO OosibHbIe [gG4-CC3 co cKIIepOo3UpyIOLIUM TaKpPUO-
CHAJIOAJICHUTOM U JInMdaaeHomaTreir 6yayT MeTh BEICOKHU I
PUCK pa3BUTHS JTUMGOM M paka XelaylKa IMpH IJTUTeTbHOM
HaOJIIOICHUU.

OmnpenesieHre NOBbILIEHHOM KoHLeHTpauuu IgG4 B chbI-
BOPOTKE SIBJISIETCS TIOJIE3HBIM METOJAOM B auarHoctuke 1gG4-
C3, HO He MOXET paccMaTpUBaTbCs KaK CrielMOUIecKuin au-
arHocTuaeckuii Tect [32]. OmHaKo B cOYeTaHUU C TMCTOIATO-
JIOTUYECKON KapTUHOM, BKJOUYAOIIEH JTUMOOIUTAPHYIO
n IgG4+ mIa3MOKICTOUHYI0 MHQWILTPAIUIO, B KOTOPOIi
IgG4+ 1urasmarnyeckre KJIETKU COCTaBJSIIOT cBbiie 50% ot
obmrero yncna IgG+ mrasMaTMdecKuX KJIETOK, W TUITHMYHBIA
TKaHeBbIi (hUOpocKepos3, nosbilieHue ypoBHs 1gG4 B cbiBO-
potke (>135 Mr/mn) GymeT BBICOKO CHeIMMUUHBIM TTOKa3aTe-
JgeM st moatBepxaeHus auarHosa IgG4-CC3 y 60bHBIX
C CUMMETPUYHBIM yBEJMYEHUEM IO KpaliHeil Mepe JIByX map
CJIIOHHBIX WIM CJIe3HbIX Xenes3 [19].

Hamre HaGmioneHue TokasbiBaeT, YTO MCCleIOBaHUE
IgG4 1 aHTUHENTPODUIBHBIX aHTUTE B CBIBOPOTKE KPOBU HE-
00XOMMO TIPOBOIUTH BCEM OOJTBHBIM C XPOHUYECKUM PUHU-
TOM U TTAaHCUHYCUTOM B OTCYTCTBHUE IPYTUX KIMHUYECKUX TTPO-
apiaeHnit. [1py HaTMYMK BEICOKMX YPOBHE aHTUTE 1IeJIeCO000-
pa3HO TpOBeIcHNE OMOIICUM C TTOCCIYIOIIMM THCTOJIOTYe-
CKUM U UMMYHOTHCTOJIOTUIECKUM WCCIIEIOBaHUEeM T M-
depeHumnanbHoi nuarHoctuku Mexay IgG4-C3 u rpanyiema-
TO3HBIMU TIOpaXKeHUSIMU. [1py TeCTPyKTUBHOM CUHYCUTE TTPU
otcyTcTBUM noatBepxaeHus 1gG4-C3, BackyauTa U capKou-
no3a ciaenyet npoBoauth [TLIP-guarHoctuky Bupyca Snireii-
Ha—bapp B kpoBu /s MckiatoueHus pazputusi NK/T-knetou-
HOM TUM(pOMBI.
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