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[IpOAEMOHCTUPOBAH KIMHUYECKUH Crydail 1gG4-accouupoBAHHOrO 3200I€BAHUA C CUHAPOMOM JTUM(ACHONATUN U
cruieHoMeranuu. I1pusesicHa NOAPOOHAS IUTEPATYPHAS CIIPABKa 110 IIpobieMe. OG03HAYEH AITOPUTM AP PepEHIIATb-
HOTO /IMarHO33, IPUBE/ICHBI KPUTEPUU AUATHO3a U TOJXO/bI K TEPATHHL

Knioueguie cnoga: 1gG4-accOIMUPOBAHHOE 326071€BAHUE, MYTBTU(DOKAILHBIN (PUOPOCKIEPO3, HEXOLKKUHCKAS JTHM-
(boma, 1 depeHIINANLHBIN JUATHO3 TUM(PA/ICHONIATUH U CIVICHOMET AN

The medical case of IgG4-associated disease with the syndrome of lymphadenopathy and splenomegaly was shown. There
is a detailed Literary reference with regard to the problem. The scheme of differential diagnosis is marked. Diagnosis

criteria and ways of treatment are given.
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lymphadenopathy and splenomegaly.
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IgG4-acconupoBanHoe 3aboneanue (IgG4-C3) — ne-
JIaBHO PU3HAHHAA HO30JI0T s, TIPE/ICTABAION[AS COOOH T10-
JIMOPTaHHOE, MYTBTUCUCTEMHOE UMMYHHOE PACCTPOYICTBO,
OCHOBHOH XaPAKTEPUCTUKON KOTOPOT'O ABJIACTCA MACCUBHBII
(bM6PO3 PA3MMYHBIX TKAHEIN U CKIOHHOCTb K 0OPa30BaHUIO
OIYXOJIENIOZ0OHBIX OYATOB B TAPEHXUMATO3HBIX OPTdHaX, B
TOM YHCIE — B JUM(ATUYECKUX Y3I4X U Cele3eHKe [1].
B 1995 1. K. Yoshida noapo6HO omucan CKIepoTHIECKyIO
TICEBIOTYMOPO3HYIO (POPMY aYTOMMMYHHOTO ITAHKPEATUTA,
IPOTEKAIOMIETO C CYKEHUEM IIPOTOKOB TTOUKETYA0IHOMN Ke-
1e3bt [2]. Cpeamt 0COOEHHOCTEN THCTOMOP(ONIOTUYECKOM Kap-
TUHBL, HAPATY C pUOPO30M, ObLIA BLLABIEHA MACCUBHAA I11A3-
MOKJIETOUHAA UHPUILTPAINA. 3260/1€BaHNE OTINYAIOCE BbI-
COKOH 3(p(hEKTUBHOCTBIO ITIOKOKOPTUKOCTEPOHAOB. K 2000
rofy Obu1a OOHAPYAKEHA CBA3b AYTOMMYHHOIO ITAHKPEATHTA
C TOBBIMIEHUEM YPOBHA B CBIBOPOTKE KpoBU IgG 4 Tuma u
UHpuILTpanuer Tkanu IgG4-mmasMonuTamy, a TaKke (puo-
POCKIEPO30M U obnurepupyomum (paedurom. B 2003 .
T. Kamisawa 06benHII 3200JIEBAHUSA, ACCOITUMPOBAHHBIE C
BBICOKOM 3Kcnpeccuert IgG4, B OTENbHYI0 HO30I0THUECKYIO
(hopMy 1 Ha3Ba €0 “ayTOMMMYHHOE 3200JICBAHHUE, CBA3AH-
Hoe ¢ 1gG4” [3]. B bepaste 2010 rpymma usydenus [gG4-ac-
COLMPOBAHHBIX 3a00JICBAHNUI, KYPHPYEMAs MUHACTEPCTBOM
37ipaBOOXpaHeHns ANOHUH, Pa3paboTaNa OKOHUATEIbHOE
HA3BAHUE HO30JIOTUU — “3a00JIEBAHUE, CBA3AHHOE C 1gG4”
(IgG4-related disease).

Moponorndeckuti cyocTpar NOPAKEHUS IPEACTABICH
BBIPLKEHHON MH(PUIBIPALUEN U3 TUM(POLIUTOB, IUIA3MATH-
YECKUX U TUM(OTIIA3MOIIUTAPHBIX KIETOK, CEKPETUPYIOMHX
4-THI IMMYHOITIOOYITMHOBBIX MOJIEKY/I KTACCA G ¥ BBIPAKEH-
HBIM (PHOPO3OM [4].

B KpoBM MAIMEHTOB HAOMIOAAETCS HEOOBIYHO BBHICOKUN
ypOBEHb MUHOPHOT'0 IgG 4 Tri1a, B HOpME BbIABIAEMOIO JIUIIb
B CJIE/IOBBIX KOHLIEHTPALMAX U COCTABIAIONIETO HE 6oiiee 5%
or Bcero konuyectsa IgG kposu (0,1-1,2 r/x) [5].

[Ipu 3TOM BONIPOC O MPUPO/IE UHAYKTOPOB MPOIECCa 1
pomnu IgG UMEHHO 4 ThIa OCTAeTCA OTKPBITHIM. OOCYKAaeT-
€A BO3MOKHAS POJb BPOAK/ICHHBIX aHOMAIUI MEXAHU3MOB
A/IAIITUBHOTO UMMYyHHTETA [6).

KimmHnueckoit 0cO6EHHOCTBIO MATONOTUH ABIACTCA BbI-
COKaA 3(PEKTUBHOCTD TePANUU CTeporamMu U anTuCD20-
MOHOKJIOHAIbHBIMU AHTUTENAMU C PEAYKLHUEN OTIOKEHUIA
KOJUTATEHA ¥ OJIATONPHUATHBIM IPOTHO30M IIPU TIPABUIBHO
NOA0OPAHHON Tepamuu (7, 8].

OTMEYEHO KpariHee KIMHUYECKOE PA3HO0OPA3HUe TI0pa-
JKEHUIT OPraHoB ¥ TKAaHEH. Cpeiu HUX MOKEYI0UHAs Ke-
JIE34, JKETYEBBIBOJAIINE IyTH ¥ KETYHBIN My3BIPb, TICUCHD,
CJIIOHHBIC JKENE3bl, MATKUE TKAHM IIEH, TKAHU ITIA3HUIBL 1
IJ143, IUTOBW/IHAA JKETE34, JIETKUE, TOYKH, MOYETOYHHKH,
3aIPYIMHHOE U PETPONEPUTOHEATBHOE TIPOCTPAHCTBA, CO-
cypucrad cucrema, THC, pecTaTebHas U MONOYHbIE Ke-
JIE3DL

V 80% naIyeHToB HAOMOAAETCA TUM(aZICHONATHA, 4 TIPU-
MePHO B 30% Ciy4aeB 3a001€BAHUE MOKET AEOIOTUPOBATH
JIM(PONPONTU(EPATUBHON CUMIITOMATHKOM, UTO TPEOYET OT
OHKOT'€MATOJIOTd ¥ TEMATOIATOJIOTA IIPOBEACHUSA AU(PPepEH-
[IMATBHOTO IUATHO34 CO 3I0KAYECTBEHHOM JIUM(POMOI [9)].

Hecmotpsa Ha TO, 4TO 60ME3HD OBUTA OMHCAHA BO BCEM
MUpE, UCTUHHAA 3nuAeMuonorud 1gG4-aconumnpoBaHHoro
3200JIEBAHNA OCTAETC HEU3BECTHOM. MICCe0BaHUE, IPOBE-
JenHoe B Anonun B 2009 rofy, 0Ka3ajo, 4To YaCToTd BCTpe-

00

YaeMOCTHU 3200JIEBAHMS COCTABISIET PUMEPHO 60 YeMOBEK
Ha MUJUTHOH JKUTENEN. 3200/1€BAHUE, KAK TIPABUIIO, PA3BUBA-
eTcs y JIUIL B BO3PACTE OT 59 710 68 JIeT, ¢ npeobiaiaHueM
MyX4rH (2,8: 1). ITaTonorus uMeer KIMHUYECKUE IPOSABIIE-
HU{, TTO3BOJIAIONIUE NPEATONATATh IUATHO3 3710KAUYECTBEH-
Hout onyxonu [10]. JIurepaTypHbIX AdHHBIX O PACIPOCTPA-
HeHHOCTH IgG4-3a60meBanns B Poccuu aBTOpAMU He Hariie-
HO.

Knunuueckuii cnyuait. Ilanuent 77 net, 60J€H C
05.2013 roga: OTMEYAI HAPACTAIOIIYIO C1A00CTh U HEMOTH-
BUPOBAHHOE TTOXYAAHUE. B YCIOBUAX MHOTONPO(UILHOTO
CTAIMOHAPA MTPOBOJAMIICA OHKOJIOTUYECKHI TIOUCK, O/IHAKO
OIyXOJIEBOTO 3200/IEBAHMA HAl/IEHO HE ObLIO. [TariuenT ObL1
BBIIUCAH C JUATHO30M: XPOHUYECKHIT ATPOPUIECKUI I'ACT-
PUT C CUHAPOMOM JUCHENCUHU. [TONHUIIBI TONCTOM KUIIKY (TH-
CTOJIOTHYECKU — TYOYJIAPHAA 4/IcCHOMA C YMEPEHHOH JUCTI-
nasuert). UBC. Crenokapaua Hanpsxenud QK 1. ITMKC
(2004 ). XCH 2A.®K2. ObmuTepupyomui aTepoCKIepo3
HIDKHUX KOHEYHOCTEH 2 CT., CKIEPOTUYECKAA OKKIIO3KA ap-
TEpUIl roneHeil. Bapuko3Has 00JIe3Hb HIKHUX KOHEYHOC-
teit. XBH 2. XpoHunueckas 60/1€3Hb MOYEK, THAPOKATUKO3
00€EHX MOYEK, MMETOIKTA3UA CIIPABA, BTOPUIHO-CMOPIIECH-
Has [PaBas MOYKA. Xp. MUETOHE(PPUT, IATEHTHOE TEUCHHE.
Xp. npocrarut. XbIT 3 (CKO=32,7 mi/Mun). JJaHHbIE CIIH-
PAILHOI KOMIIBIOTEPHOU TOMOTPA(QUY ONPEAEIUIN HAIU-
Y€ HECTIEIU(PMIECKOTO HHTEPCTUIIMATBHOTO THEBMOHUTA
C MACCUBHBIM JIETOYHBIM (PUOPO30M HEACHOTO MPOUCXOXK-
JIEHUSA U YBEIMUCHUEM BHYTPUTPY/IHBIX JIIM(OY3TIOB.

BONBHOI OCMOTPEH IEMATONOTOM. BhIAB/IEHA TEHEPATH-
30BaHHAA nIepupeprdeckas mmMbanenonatyd. Jlumparnuec-
KUE y3/Ibl MHOKECTBEHHBIE, IUIOTHBIE, Pa3MepamMu OT 1,5
(meitHeie) 10 3 cM (axoBble). OTMeYeHa renaTo-CIuieHoMe-
ramus (S cenesenku no Y3U o 70 em?. ludpdepennmans-
HBII IMATHO3 TIPOBOJWIIC MEAKY METKOKIETOUHBIMU JINM-
(pomamu (B TOM YUCJIE — MAPATIPOTEMHEMUYECKIMU) U pe-
AKTUBHBIM TUM(PONPONU(EPATUBHBIM CUHAPOMOM. [1pH f10-
00CNE0BAHNT OOHAPYKEHA MOMMKIOHATbHAS TUIIEPraMMa-
r106ymHeMust 61,9% ¢ TUMOATLOYMUHEMUEH 1 PE3KHIM T10-
BoimeHneM IgG (10 58,2 /1 mpotuB 15,6 1/71 B HOpME). M-
IPAMEHT OTCYTCTBOBAL [1py MMMYHO(DUKCAIIUU KPOBU U
MO4H 6em0K beHC-/[KOHCA TaK JKe ObLT OTPULIATENBHBIM. TeM
HE MEHEE, (PPUIANT-TECT NOKA3AT PE3KOE HAPYIIEHUE COOT-
HOIIEHMS CBOOO/IHBIX JIETKUX T1ereit Ig B mobay K (2,06 mpu
HOpMe 10 1,65).

BbL1a IpOBE/EHA ONEPAIOHHAA OMOTICHA TAXOBOTO JINM-
(hoyana. Bepupukanus nporecca Bbl3Bald 3aTPYAHEHUS Y
MOP(OIOTOB ¥ TUCTOJIOTYECKUE NPEMAPATH! OUOTICUPOBAH-
HOTO TMM(Oy3/1a OBUIH OTIIPABACHHI B pehepeHC-1abopaTo-
puto THIT M3 (t. Mocksa). YautbiBast ObICTPYIO OTPULIATENb-
HYIO /IMHAMUKY OOIIETO COCTOAHUSA MAIMEHTA B IEMIAX CTa-
OUIN3AIIMK TPOIIECCA, GOMBHOMY ObLT IPOBE/IEH KYPC MOJHU-
xumuorepanuu 1o cxeme R-COP. OHaKO, 10 3AKII0YEHUIO
pedepenc-1abopaTtopu, yoeIUTENbHBIX JAHHBIX 32 ITM(O-
MY BBIABJICHO HE 6b110. Moponorom I'HIL M3 6bLI0 BBICKA-
3aHO npeAnonoxenue 06 1gG4-CBA3aHHOM 3a60/1E€BAHUU C
BTOPUYHON TUM(a/ICHOTIATHEL.

B tpenano6uonTare 65U OOHAPYAKEHBI O4ATOBBIE T1TA3-
MOKJIETOYHBIE HH(UIBTPATHL [Ipeanonoxenue 06 1gG4-C3
HAIIIO CBOE OATBEPIKICHUE OIArOAAPA NCCIEA0BAHUIO KOH-
uenrpauyu IgG4 B kposu maryenta. Ero yposeHb OKa3ascs
BJIBOC BBIIIE HOPMBI — 6onee 2,5 r/1 npotus 0,1-1,2. Takum
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00pa30M, ObLTH TIOMYYEHBI BCE HEOOXOAUMBIE IUATHOCTHYEC-

kue kputepun IgG4-C3 (Okazaki et al., 2006 [11]; Masaki Y.

et al, 2008 [12]. ExuHCTBEHHBIH KyPC NOMMXUMHUOTEPAIIIH C

PUTYKCUMaOOM IPUBET K OBICTPOI PErpeccuy TUMafeHo-

IATUH, YMEHBIIEHUIO BIXATENBHON HEAOCTATOUHOCTH U 06-

IIEMy YIYYMIEHHAIO CAMOYYBCTBHA ITALIMEHTA, YTO XaPAKTEp-

HO 714 1gG4-acconuupoBaHHON MATONOTUN U MOATBEPKIA-

€TCA MHOTOUNCJIEHHBIMY HAOMOACHUAMU B KIMHUKE 10 JaH-

HbIM JuTeparypsl [7,8]. B qunamuxe (uronb 2015 1) coxpa-

HAIACD MOJIHAA PEMUCCUA IAM(POIPOIU(PEPATUBHOTO CUH-

ApOM4; 3HAYUTEIIBHO MOBBICKICA OOMECOMATHYECKHI CTa-

TyC (HOPMATM30BAJICS AIETUT, HA 6 KI' YBETHYMICH BEC).

[TanMenT CTaJ1 AKTUBEH, BEAET 00PA3 JKU3HU, COOTBETCTBYIO-

U €r0 BO3PACTY, COCTOUT IOJ JUCIIAHCEPHBIM HAOIO/E-

HUEM PEBMATONIOTA.
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