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Abstract.

The case of severe form of Weber-Christchen’s disease in 31 year old man is described. The difficulty of
diagnosis for the fist half a year is stressed - until characteristic nodes in subcutaneous layer appears. The
diagnosis is confirmed by the data of biopsy of the node which revealed typical multinuclear macrophages
with foamy cytoplasm (lypophages). The peculiarity of this case if the resistance of the disease to the combined
treatment by high doses of GCS, cytotoxics and Sandimmune.
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Pe3ome.

OmnucaHo HaOJIOJCHUE ABYX cecTep ¢ MepBUYHBIM cuHApoMoM lllerpena, coueranHbIM ¢ baszenoBoil 0o0se3HBIO.
UmmyHorenerndeckue uccienoBanus BoisgBuau Hanuuune HLA -DR3 anTurena, KOTOpeId JTOCTOBEpHO dalie

o0Hapy»XUBaeTCs y MallMeHTOB C yKa3aHHBIMU ayTOUMMYHHBIMH 3a0osieBaHUsIMHU. OTMEUYEHBl HEKOTOPbIC KIMHU-

yecKkue 0COOCHHOCTH TeueHus cunapoma lllerpena, o0ycaoBIeHHbIE TEHETHYECKUMH M 9K30T€HHBIMH (PaKTOpaMH.
Knrouesvie cnosa: cunapom lllerpena. basegoBa 0omne3nb, cemeitHoe HaOIOACHHE.

IMepBuunselit cunapom Illerpena (CLI) nmpencraBuser
co60if ayrouMMyHHOE 3a0o0JieBaHHE 3K30KPHHHBIX XKeJIe3,
NpoTeKalouee ¢ JOKaJIbHBIMU (B OCHOBHOM, MOPaXXKEHUE CIE3-
HBIX U CIIIOHHBIX JKeJe3) H CUCTEMHBIMH MPOSABICHUSAMH CO CTO-
POHBI CyCTaBOB, MBIIIL, KPOBEHOCHBIX COCYJIOB, JbIXaTelb-
HOW M HEPBHOMW CHCTEM, MMOYEK U T.1. B pazButuu 3aboneBanus
yCTaHOBJIEHA POJIb F€HETUUECKOH
IpeapacrnoaoXeHHOCTH: y MalUeH-
ToB ¢ nepsuuHbiM CIII nocToBepHO
yame oOHapyxuBaoT HLA anTure-

MeiHOe pa3BuUTHE 0OJIE3HHM CPeAM KaBKA30MAHOW TPYIIBI Ha-
cenenust accounupyercss ¢ HLA-DR3 anturenom [5].

Cemeitnbie uccnenoanus nepsuanoro CII, coueraHn-
HOTO C ayTOMMMYHHOW THPEOHAHO#W OONIE3HBIO, MOATBEPK-
AT B3aMMOCBSI3b MEXAY 3TUMH 3aboneBanusiMu u HLA-
Aw30, HLA-B8 u HLA-DR3 anturenamu [6, 7].

Tabauna 1.

CootBercTBHEe 00JbHBIX EBponeiickum kiaaccupukanuonnsiM kpurepusim CIIIL.

uel B8, B1§, DR2, DRS, DR8, DR11, Jannbie 06caen0Banus A.I.H. B.I'.T.
DQ2, DQ3 [1]. Tloxasauno, 4To mpH- HauanbHble nposBieHus (roj/Bo3pacT-rojisl) 1987/47 1993/58
Gmusurensoy 10-15 % Gobbix mo- JnaroctupoBanue 60se3Hu (rom) 1995 1999
paxcaeTcs LIMTOBHIHAs JXejie3a B E . .

. Bporeiickue KilaccupUuKauOHHbIE KpUTepHuH [8]:
Buae aud¢ys3Hoi rumepnnasuu, ba-

. - KCEPOCTOMHUS + +
3e0BOi GoJie3HM, THpeouauTa Xa- N N
LIUMOTO MJIM MEPBUYHOTO THIIOTHPE- - KeepodTanEMus
o03a [2]. Tlepeuncientsle 3a601eBanus - OuorcHus ManblX CIIOHHBIX xene3/ focus score > 1/ + HE MpoBejacHa
IMUTOBUIHOM KeJe3bl COUYETAIOTCS C - tect llupmepa 2MM/5SMM 4MMm/5SMM
HLA-anturenamu BS, DR3 u DR5 [1]. - cHUHTUTpad s CIOHHBIX XKeye3 + +
VY nanuenTtoB ¢ nepsudHbiM CII u co- - ayTOAHTHUTENA:

IyTCTBYKIICH MAaTOTOTHEH MHUTO- - ANA > 1:80/Hep-2/ 1:160 1:40
BHAHOH KGNl SHAYMTCIRHO Hame - Ro/SS-A// Betpeunstii anexkTpodopes/ + +
BcTpevatores amnenu HLA - DR3 n - La/SS-B/ " n
B8 [3]. YacToTa ayTOMMMYyHHO# TH-

- IgM-RF> 1:16(Baanep-Po3e) 1:32 1:64

peouaHoi 0O0JE3HM W JATEHTHOIPO-
TEKA M MUX HapylmeHUd (QyHKUU
MIMTOBUJHOM jKeJIe3bl M0 MHEHHIO HEKOTOPBIX aBTOPOB JOC-
turaet 45% [4].

Ipu nepsuunom CIII cemeliHble UMMYHOTCHETHYECKIE
MCCIeJOBaHMS BBI3BIBAIOT 0COObBIH HHTEpec. M3BecTHO, 4TO ce-
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MepBbIX KJIMHUYECKUX MPU3HAKOB OOJIE3HHU.

W3 xnunnyeckux nposiBiaeHui CILI, momumo kcepoc-
TOMHUHU © KcepodTanbMuu, oTMeuancs cuaapom PeiHo y obe-
WX CEeCTep, apTPUTHI U CEHCOPHAs MOJWHEHPOMATHs Y MEepPBO,
apTpalTud U PEeUUIUBHPYIOMHUN MapOTUT y BTOPOI.

Knunnueckue cumnroMsl bazenoBoli 00JIe3HU BO3HUK-
nu y nepBoit cectpel uepe3 10 ser, y BTOpO#t - uepe3 3 roga
mociyie nosiBaeHUss nepBbiXx npusHakos CII.O6eum mpoBonu-
nachk crnenuduueckas MeANKaMEHTO3Has Tepalus, B Pe3ysbTa-
Te KOTOpOH (YHKLHMS IIMTOBUIHOH XKeje3bl HOpMallM30Ba-
Jachk M OIEHMBAJlach Kak dyTUPEOHAHas. AHTUTeNa K THPEOr-
100yJIMHY K MOMEHTY HACTOSIEro HCCIENOBAHUSA COCTABIA-
o1 70 ME/Mn u 15ME/mu, kTupeounnoi nepokcunase- 12, 12
ME/mn u SME/Mi1 cOOTBETCTBEHHO.

O06euM nanueHTKaM IMPOBEAEHO UMMYHOI'C€HETHUECKOe
uccnenoBanne HL A -cuctemsl Ha g0kycsl A,B u C MUKpOTUM-
(HOIUTOTOKCHYECKUM TeCTOM, a Ha Jokychl DR u DQ npoion-
THpOBaHHBIM TecToM. PacrnpeneneHue ajmenaei U3ydeHHBIX JIO-
KyCOB IpeJCTaBlieHO B Tabuuue 2.

Tabnuna 2.
Pacnpenenenue anturenoB HLA cucrembl

HLA A.T. W. B.T.T.
A 1,2 2,9
B 18,27 18,35
C 2,7 2,4
DR DR3/18/, 4, 52,53 DR3,4, 5/11/, 52, 53
DO DQ 7/3/, 4 DQ 7/3/,2

O6cy:xxaenue. Y HEKOTOPBIX OOJNBHBIX C MEPBUYHBIM
CHI ormeuaroTcs HapymeHHs (YyHKIHMHM HIMTOBHAHOH XKele-
3bl, KJIMHUYECKH BbIpakeHHble y 10 - 15% [2] wnnm nateHTHO
nporekaromue - 10 45% [4]. CemeiiHbIe cilydyan accOIMaIUuH
IByX WK 0ojee ayTOMMMYHHBIX 3a00JIeBaHUIl HaOJI0AAI0TCS
CPaBHHUTENIBHO PEJIKO, HO OHHU MOJTBEPXKIAIT THIIOTE3y O CY-
mecTBOBaHUH 00X TreHeTnyeckux Gpaktopos DR3 u BS [3,5,6]
unu ramotuno DQw2.1/ DQw6 [1].
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pa3 MmoAYepKHEM CIelyIoIHe MOMEHTBI:

- yo0eux maueHTOK BHavaye mosBuiauck npusnaku CII
(kcepocTomus u kcepodranmus), a 3ateMm-bazenoBoi
0ome3Hu;

- npumarHo3 CIII B obomx ciy4asx okasajics HO3IHHUM - B
nuamna3zoHe 6-8 et or Hauana 3a00JeBaHUS;

- cumnromatuka CII y obeux cectep coOTBETCTBOBala
EBponeiickuM kiaccupUKAHOHHBIM KPHUTEpPUSIM 00-
JIe3HH. Y MepBOH (A.I'.1.) umenoch GombIIee YUCITO WM-
MYHOJOTHYECKUX KPUTEPHANbHBIX TECTOB: aHTUHYK-
JNeapHBIH M PEeBMAaTOUAHBIH (aKTOpHI, aHTHTEJNA
Ro/SS-A u La/SS-B. V¥V 3T0ii e 60JbHON BBISIBICHO
OoJibIIee KOMUYECTBO CHUCTeMHbIX mposinenuin (CIL):
apTput, nepudepuyeckas YyBCTBUTENIbHAS MOJHHEH-
poraTtus, NHEBMOQUOPO3, CONPOBOXKAAIOIIUNACS Kall-
JIeM, 4eM y BTOPOH CEeCTpHI;

- mpoBeacHue crnenupuueckoil s basenopoit Gose3HU
MEJIMKAaMEHTO3HON Tepanuu MPHUBEIO K HOpMaJu3aluu
GYHKIUH IUTOBUIHON JKeJe3bl, KOTopas OIpenes-
eTCsl KaK dyTHPEOUTHAS.

AHTHTENa K THPEOTI00yINMHY M THPEONEepOKCHIa3e -
B npexaenax HopMbl; B HLA ¢eHOTHIIE mManueHTOK BBISBICHBI
HLA- DR3 u DR5 anTureHBI, KOTOpPBIE aCCOLMUPYIOTCS KaK C
CUI, Tak ¥ pa3IMYHBIMH ayTOMMMYHHBIMHU 3a00JICBaHUSIMU
HUTOBUIHON xene3bl (BasemoBa 0oye3Hb, MEPBUYHBIH THIO-
THPEOUAN3M, XPOHUYECCKUIl TUMQoUUTApHBIIl THpeonauT Xa-
mumoto) [1, 3, 6].Cemelinble ciny4au, B KOTOPBIX MOJAOOHO
HameMmy HaOmroneHuio, HocutenbcTBo HLA-DR3 conpoBox-
naeTcs pa3BUTHEM O0OHMX ayTOMMMYHHBIX HpPOLECCOB, MOJ-
TBEPXKJAIOT IMAaTOTEHETHYECKYI0 3HAYUMOCTh JAaHHOTO T'€HETH-
yeckoro mapkepa [5, 6]. C HUM CBSA3BIBAIOT TAKXKE CHCTEMHBIE
nposiBiaenus CII.

Ponb reHeTHYECKHX MapKepoOB, ONPEACISAIOMMUX acco-
OHUAlHMI0 JABYX BBIIIEYKa3aHHBIX ayTOMMMYHHBIX 3a0oieBa-
HH{, B T.4. B CIy4yasX HUX CEMEHHOTO pa3BUTHUs, NPOJOIIKAET
uzyyatbcs. VccnenoBaHusi, NIpOBOJAMMBIC HA )XKMBOTHBIX, CBH-
JEeTeNbCTBYIOT 00 yuacTuu uenoro psana HLA nerepMuHaHT B
reHe3e ayTOMMMYHHBIX Oose3Hed, Bkirouas CII [1].

HLA and primary Sjogren’s syndrome in multicase families.
Arthr. Rheum., 1993, 36(4), 473 - 484.

6. Reveille I.D., Wilson R.W., Provost T.T. et al. Primary Sjogren’s
syndrome and other autoimmune disease in families. Ann. Int.
Med. 1984,101, 748 - 756.

7. Foster H., Fay A., Kelly C. et al. Thyroid disease and other
autoimmune phenomena in a family study of primery Sjogren’s
syndrome. Brit. J. Rheum., 1993, 32(1), 36-40.

8. Bombardieri S., Moutsopoulos H., Vitali S. The European com-
munity study group on diagnostic criteria for Sjogren’s syn-
drome. Ann. Rheum. Dis., 1994, 53, 637 - 647.

Abstract.

Case report of two sisters with primary Sjogren’s syndrome combined with Basedow’s disease is described.

Immunological studies revealed HLA-DR3 antigen which reliably more often is found in pts with above

autoimmunic diseases. Some clinical peculiarities of the process of Sjogren’s syndrome stipulated by genetic

and exogenous factors.
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