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Pe3ome.

Omnucan cinydail Tsokenod popmsr 6one3nn Bebepa - Kpucuena y 31-netHero myxuunsl. [lomuepkuBaercs Tpy -
HOCTb JUAarHOCTUKHU B TEUEHHUE MEPBOrO IOJYroja - 1O MOSBJICHUS XapaKTePHBIX Y3JI0B B IOJKOXHOH KieTdar-
ke. JluarHo3 MOATBEPXKIEH NAaHHBIMU OMOIICHMHU y3J1a, BBISIBUBLIEH HalMUMe TUIHYHBIX MHOTOSJEPHBIX MaKpo-
¢aros ¢ meHucroil nuromnasmoil (“numodaru”). OCoOEHHOCTBIO Cilydas SABISIETCA PE3HCTEHTHOCTh 3aboieBa-
HUA K KOMOMHHPOBAaHHOMY JeUeHHIO BbICOKMMHU fo3aMu I'KC, HHTOTOKCHKaMU U CaHIUMMYHOM.

Kniouesvie cnosa: 6onesnr Bebepa-Kpucuena.

Bonesur Bebepa-Kpucuena (peumauBupyromuii debd-
PUIBHBIM HEHarHWBAIOIIHMICA NAaHHUKYJIUT) - peIKas IaToJio-
rusi, KOTOPYI0 OTHOCST K CHCTEMHBIM 3a00J€BaHUAM COEIH-
HUTEJIBHOM TKAaHU HAa OCHOBAHHM €€ MPOTPECCHPYIOLIEro Teue-
HUS, MOJIUMOp(pHU3Ma KINHUYECKONH KAapTHHBI C BBHIPAXXKECHHOU
IUCIPOTEMHEMHUEH W rumepramMarioOyluHeMuei, a Takxe
3 peKTUBHOCTH TIIOKOKOPTHKOMAHON Tepanuu [6]. B ocHOBe
MaTOJIOTHYECKOTO Ipoliecca JeKUT HEKPO3 KMUPOBOH TKaHU
n00oi JOKanM3aluK, B TOM YUCIE BHCLEpPaJIbHON, Hapylle-
HHUE UMMYHOJOIHYECKOr0 TOMEOCTa3a U pa3BUTHE B HCXOJHE
arpodun u pubpo3a xuposoil kiueruarku [l, 3]. [To naHHEIM
JIUTEpaTyphl Yalle cTpafarmT xeHuHbl 20-60 neT, nMmeroniue
n30bITOUHYI0 Maccy Tena [1,5]. OCHOBHBIM KIMHUYECKUM CHM-
NTOMOM 3a00J1€BaHUS SIBISAETCS MOSBJICHUE OOJIE3HEHHBIX y3-
JIOB B MOJKOXXHOW XUPOBO# KieTuyaTke HAa NIOOOM ydacTke
KOXXHOTO MOKpPOBa, OKPYTJO#W MM HENpaBUIbHOW (HOpPMBI,
pa3HO# BENUYHMHBI, CKIOHHBIX K CAMONPOM3BOJIBHOMY BCKPBI-
TH0. BucnepanbHble mOpaXeHUs NPU CIOHTAHHOM HAaHHHUKY-
nute B 10 % cinydaeB 3aKaHYMBAIOTCS JICTATBHO, W Yalle BCETO
HMEHHO OHHM O00YyCJOBJIHMBAIOT TSDKECTh 3a00JIEBAHUS, MPHBO-
JI K MOPaXCHHUIO NEYeHU THIA XUPOBOH nuctpoduu ¢ pa3Bu-
THEM NEYEHOYHON HEIOCTATOYHOCTHU Pl BBIPQXXEHHOMY Hapy-
HOIeHHI0 nunugHoro o6meHa [1, 7). IlopaxeHne BHYTpEHHHUX
OpraHoB HE BCErja COIPOBOXAAITCS KOXKHONH CUMITOMATH-
KOW WJIM ONepeKarT ee pa3BUTHE, YTO 3aTPyAHSIET paclo3Ha-
Banue 0onesnn [1,6]. Juddepenunanpuast IMarHoCTUKA MPEJI-
CTaBJISIET ONpENENeHHbIE CIOKHOCTH B CBA3H C OTCYTCTBUEM
MaTOTHOMOHHMYHBIX NMPHU3HAKOB, MOIUMOPGHU3MOM KIHHHYEC-
KOH KapTHHBI M PEIKOCThIO maToyiornu. HexapakTepHbie BHe-
IIHUE JIOKAJIbHBIE NMPOSBICHHUS CHOHTAHHOTO NMaHHUKYJIHUTA
TpeOYIOT UCKIIIOUEHHUs capkongo3a beka, 106poKaduecTBEHHBIX
U 3JI0KaUYeCTBEHHBIX ONyXolsieil, murpupytomero ¢uebdura,
Oonesnu JlepkyMma, y3710BaTOH M UMHAYPATHUBHOH 2pUTEM, TyM-
MO3HOro cuuiIuca U psAla APYTUX CXOIHBIX 3abosieBanHuii [,
4, 5]. PemaromuM B JUarHOCTHKE MAHHUKYJIHTA SIBISETCS THC-
TOJIOTUYECKOE HCCle0oBaHue, Ipu KoTopoM Bo Bpems II cra-
IUU TATOMOP(HOJOrHYECKOTO MPOIEecca BBISBISIOTCS MHOTO-
sIEpHbIE C ICHUCTOW HUTOMIa3Moi Makpodaru («unodarny),
ABJISIIOLINECS XapaKTePHBIM NPHU3HAKOM JaHHOTro 3aboseBa-
Hus [2].
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[MpuBoaMM KIMHHUYECKOE HAOIIOICHUE.

Boxnwhoii C., 31 rona, mocTynusl B peBMaTOJIOTHYECKOE
otaenenne OKB 8.06.00 c »xamobamu Ha GOJM B MbIIILIAX Bep-
XHUX M HUXKHUX KOHEYHOCTEH, ycHIMBalIuecs npu ¢Gpusu-
YeCKOl Harpyske, «JIOMSILIEro» XapakTepa, MOBBIIIEHUE TEM-
nepatrypsl Tena 10 cyopeOpuinbHbIX HU(pP, HATHYINE MOTKOK-
HBIX Y3JIOB Ha NpeIIUIeybsiX, TOJNCHIX, Oenpax ¢ rumepeMuei
KOXXM HaJl HUMHM U HarHOGHHEM HEKOTOPBIX U3 HHUX, HOTEPIO B
Bece 30 kr 3a 8 mec. boneH B TeueHue moiyrojaa, Korjga crai
OoTMeYaTh HapacTaHue claboCTH, HEAOMOTAHHUS, MUAITHH H
apTpajrui, nosiBiaeHue cyopeOpunpHoii, a mosxe GpeOpuIb-
HOW TeMmIepaTypbl ¢ 03HOOaMH, MEpUOJUYECKH HooIue 60Ju
B BEpXHE#l MOJOBHHE XUBOTAa W mpaBoMm moiapebepre. Ilpu
00cIe0BaHNH C JUArHO30M <JIMXOpAJKa HESICHOIO I'CHEe3ay B
pa3IMYHBIX CTAallMOHapax ¥ aMOyJIaTOPHO Ha OCHOBAaHHU
BBIITOJTHCHHBIX HEOJHOKPAaTHO NOCEBOB KPOBH Ha CTEPHIIb-
HocTh, DXO-KI', Y31 BHyTpuOpromHeix 1uMpoOy3n0B, UPpH-
TOCKOTHH OBLIIU HCKIIIOUEHBI FeMaTOJIOTHYECKHE, OHKOJIOTHYeC-
kue, HHPEKIMOHHBIE, NMCUXUUECKUe 3aboneBaHus, 00Ne3HH
MOYEK M XKEeTYIOYHO-KHIIEYHOI'0 TPaKTa, CeNcuc U MH(pEKIHU-
OHHBIH SHAOKapAUT. AHTHOAKTepuanbHas Tepamus naBaia
JUIIb KPAaTKOBPEeMEHHBIH 3 dekT.

JluarHo3 CIOHTAaHHOI'O MAaHHUKYJIUTA OB MOCTaBIEH
B Mae 2000 r mociie pe3Koro yxXyAlle€HUs CaMOYyBCTBUS C IO-
SBJICHUEM BBIPAXXECHHOTO CHHIPOMAa MHTOKCHKALUHU, (eOpuib-
HOM TeMmepaTypbl M HECKOJBKHX y3JIOB B IIOJKOXHOW >KHPO-
BO# kieruarke. [Ipu obOcnenoBaHuum obOpamianu Ha cebs BHHU-
MaHHe BbIsABICHHBbIC pU Y3 mouex BBIIOT B mapaHedpanb-
HOM mpocTpaHcTBe crnpaBa (12x48x60MM) U ouyarum aecTpyk-
uuu B neBoit mouke (12x48x58 mm). Ha ¢one Tepanuu riaroko-
koptukonnamu (I'KC) (mynbc-Tepanus nekcaMeTa3oHOM OJ-
HOKpaTHO B o3¢ 200 MI U mepopaIbHO NMPEIHU30IO0H B CyTOY-
HOU m03e 40 Mr), aHTUOMOTHKAMHU U BUTaMHHOM E B TeueHun
3-X Hex OTMedYanach IOJOXHUTEIbHAs IHHAMHKA: CHIDKCHHE
TeMneparypsl 10 cyOdeOpunbHbIX HU(P, NPEeKpalleHue ys3-
n000pa3zoBanus U Muanruii. OIHaKO BCKOpE BHOBb CTAJH I10-
SBIISATHCS HOBBIE y3IIBI, MHAITHH M Hapocia clabocCTb.

Ha mMoMeHT moctymnieHus obliee COCTOSIHUE CpeiHei
Tsokectd. Poct 170 oM, Bec 60 xr. Temmepatypa tema 37° C.
IlepeaBuraercst ¢ MOMOIIBIO KOCTHIJIEH M3-3a 001Iel cinadocTu
u muanruii. Ha npaBom mpenmiedse, Oeape U 00€HX TOJNCHIX
MOAKOKHEIC Y3JIBl 10 3 CM B AMaMeTpe, IUIOTHO-3JaCTUYHOU
KOHCHCTEHIIMH, OKpYIJoil Gopmbl, GONe3HEHHBIE, HEKOTOPHIE
U3 HUX NOKPHITHI KOPHUYHEBBIM CTpymnoMm. Ha nmeBoM mpenmie-
4be C JIATEPaJbHOH CTOPOHHBI Y4acTOK aTpPO(HH IOAKOXHOU
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KJIETYATKU ¢ pyOIOBBIM M3MEHEHHEM KOXXM Haj HuM. Ha nuie
TeneaHrudkrasuu 10 0,5 cMm. I[lanbnupyloTcst yBeIHYCHHBIE 10
1 cM wIeiiHbIe ¥ MOAYENIOCTHBIC TUMaTHdecKkue y3ibl. B mer-
KHUX JbIXaHHME BE3UKYyJIspHOe, Xpumos HerT. IlepkyTopHo - sc-
HBIH JIerouHslil 3Byk. I'paHHIBI OTHOCHUTENbHOH cepaeuHoOi
TYNOCTH B Ipeaenax HOpMbl. TOHBI cepiua MpUrIylieHsr, |
TOH ocnabieH Ha Bepxyumke. Ilynsc 78 B Mmun., Al 120/80 mm
pT. cr. XKuBOT Msrkuii, 60Je3HEHHBIH MPH Malblallid B Ipa-
BoM mnojpebepbe. [leueHp Ha 4 cM BBICTyNaeT M3-NOJ Kpasi pe-
O6epHoit nyru. Cese3eHka He HalbIHUPYyeTCs.

Amnanus kposu: Hb 130 r/m, sp. 4,6x10(2/mn, n. 12,0x1097,
3. 1%, m. 6%, c. 67 %, moH. 6%, mumd. 20%, Tp. 460x1091, COD
22 mm/uac, ACT 30,9 en., AJIT 58,5 exn., tumonoBas npo6a 9,0 ex.
S-H, MmoueBuHa 5,6 MMOIIB/1, KpeaTHHUH 61,9 MKMOIB/1, X0JIE-
cTepuH 5,6 MMoIb/1, 0611. 6enok 64,0 r/n, aneOymunsl 38,4 r/m,
obmuit 6unupy6bur 7,3 MKMoOJb/N, HpsMo# Ounupyoun 1,0
MKMOJIB/J1, X0onecTepun 4,5 mmouns/n, pudbpunoren 5,94 r/n, CPb
orp., HUK 80 omr. exn., PO otp., IgG 16,94 mr/mn, Ig A 2,14mr/ma,
Ig M 2,18 mr/mu. OKI': cuHYyCOBBI# PUTM, HapylLICHHE BHYTPH-
KenaynoukoBoi mpoBoaumocTtu. DXO-KI': He3HauutenpHOE
pacuIMpeHHe MOJIOCTH JIEBOTO MpeacepaAns, TOJNIIMHA MUOKap-
Jla B Npejaesiax HOPMBI, YIUIOTHEHBI CTBOPKHM MHUTPaJIbHOTO
KJamaHa 10 BCeH UX [UIMHE, PerypruTainus Ha MHTPalbHOM
KJIallaHe M Ha TPUKYCIHIAJbHOM KiamaHe | cremeHu, Jerod-
Has THNepTeH3us | cCTemeHu, yIIOTHEHBI JUCTKH MepUKapia.
IIpu V3U: meuyenp yBenuuyeHa B pa3mepax (mpasas monus 15,3
cM, seBas gois - 7,8 cM), CTpyKTypa OJHOPOJHAs, dXOTCH-
HOCTh OOBIYHAs; MOJKENyqovYHas jxene3a 26x16x21 mwm, KOH-
Typbl POBHbBIE, 9XOT€HHOCTb HE M3MEHEHa, CTPYKTypa HEOILHO-
poxHas, rpybas. ['ucronornyeckoe ucciieJjoBaHue MaTepuala,
NOJYy4YeHHOTO NpH OUOICHUU MOAKOXHOTO y3Ja: B Y3JIOBHA-
HOM 00pa30BaHMM B MOJKOXKHO-)KHUPOBOH KJIeT4aTKe CKOIIe-
Husl «iaunodarosy Ha GoHe GuOpo3upoBaHUS U TUMEOIH-
TapHO# mHQuUIbTpanuu, yro coorBercTByeT II-III craguu ma-
Tomopdosoruueckoro mpoiecca npu 6onesnu Bebepa-Kpuc-
yeHa o Jlesepy [2].

BonpHOMY OBLT BBHICTaBJICH IMArHO3: CIIOHTAHHBINA NaH-
Hukyaut Bebepa-Kpucuena, rucronoruuecku III craaus, mo-
JOCTpOEe TeueHHue, MHOUIbTpaTHBHAs GopMa ¢ BUCLEpATbHBI-
MU TPOSIBICHUSIMH: XUPOBas TUCTPOPUS MEYCHH, XPOHUUEC-
KUH TMaHKpPEeaTUT, 04ard JISCTPYKIHH B JEBOH MOYKE, Mmopaxe-
Hue mapaHedpanpHoil kietyatku (ot uions 2000 r.). Beiia
yBenunueHa no3a nepopanbHbix ['KC o 60 mr/cyt, u Ha3HaueH
nnakBeHua no 0,4/cyt, Ha (pOHE Yero oTMe4anoch yMEHbIICHUE
pa3MepoB CTapbIX Y3JIOB U OTCYTCTBUE HOBBIX.

B nanpHelimem 060JIbHOW HEOJAHOKPATHO HAXOJWJICS Ha
JICYEHUU B PEBMATOJOTMYECKOM oTAeleHuH. Ilocie monbITKu
cHu3uTh no3y 'KC Ha 7,5 Mr/cyTku ctanu moOsIBIATHCS HOBBIC
Y316l B MOJAKOXKHOHM KJeTyaTKe Ha KOHEYHOCTSX, W T.K., He-
cMmoTpsi Ha Bo3Bpat k no3e 'KC 60 mr/cyT 3aboneBanue npo-
rpeccupoBalio, K Je4eHU0 OblI 100aBjeH MeToTpekcart 7,5 mr/
Henen. B aBrycre-centsiope 2000 r BHOBh oOpasyroouiuecs
y37bl cTanu 0oJjiee KPYHHBIX pa3MepoB, NMPHOOpENH CKIOH-

JUTEPATYPA.

I. Bep6enko E.B. CnoHTaHHBIH NaHHUKYIHT. BOmpochkl KIMHHKH,
naTorenesa u jedeHus. ABropedepar auc... 1.mM.H. M., 1976,
34.

2. Jlesep Y.®. I'mctomaronorus koxu. M., Mearus, 1958.

3. Jlaxosuu B.M., JIaxosuu lO.B. ITanuukynutr BeGepa-Xpucru-
ana. Bpaue6. gemo, 1988, 10, 97-98.

4., MakcumoBa B.A., Xne6unosa JI.U., Kopm O.4. CucremHblii
CIIOHTAHHBI MaHHUKYIUT. Bpaued. memo, 1985, 7, 95-97.

HAYYHO-ITPAKTUYECKAA
PEBMATOJIOI' A
Ne 1, 2002

HOCTh K cliusHHIO, abcuenupoBanut. [Ipu Y3U neyenu orme-
YEHO MOBBIIIEHWE DXOTEHHOCTH, CTPYKTypa Audpdy3HO Heo-
JHOPOJHAs, MOXKEeIyIouyHas jkeje3a TakKe MOBBIIICHHON
sxoreHHocTH. B kpoBu - mosermenue AJIT go 650,0 HMONB,
ACT no 264,0 umoinbs, CPb mon. (+++), IIUK 155 onr.ex.

IIpu HEeOMHOKPATHBIX MOCEBAX OTAEISAEMOrO CBETIO-
KOPHMYHEBOI'0 IIBETa C KAIUISIMU JKHpPa M3 CaMOIPOU3BOJBHO
BCKPBIBLIMXCS J[OJITO HE3a)KMBAIOUIUX y3JOB OBLIN BBIIEICHBI
Pseudomonas aeruginosa, Staphilococcus aureus, uTo cBHIe-
TEJIbCTBOBAJIO O NPUCOCIUHEHUH BTOPUYHON MH(EKIHH, B CBS-
3M C 4eM NpPOBOJHMJIACH aHTHOAKTepUalbHaAs Tepamus, ObUI
OTMEHEH METOTpeKCcaT. B CBsI3U ¢ aKTHBHOCTBIO MpoOIecca Mpo-
BOJMJIACH MYJIbC-TEpaIus NPeAHU30JI0HOM 3-X KpaTHO 1o 1000
MI, OJTHOKPATHO MyJbc-Tepanus nukiodocpanom (L[dD) 1000
M C IOCIEAYIOIUM IepexonoM Ha B/M BeeiaeHue LD mo 200
MI/Hena, yBenudeHa no3a nepopanbHbix 'KC nmo 80 mr/cyr.
[TonbITKM OCTAaHOBUTH PAa3BUTHE Y3JIOB 3a CUET OOKaJIbIBaHUS
T'KC, dusuonpoueaypamu ¢ rTuapokopTu3oHoM 3¢ dekra He
napanu. [Ipomgoikanock mosiBieHne HOBBIX y350B. [locie mpo-
BeJeHHs 3 ceaHcoB Iuazmadepesa ¢ MoCiIeAYIOUUM BBEICHUEM
cauaummyna (1 mr/kr) u coxpanenuem npuema ['KC (70 mr/
cyr) u {® (200 mr/Hen) yaanoch AOCTHYD MOJOXUTEIBHOTO
a¢pdexra. [IpakTHUECKH MOJHOCTHIO MPEKPATUIOCH MOSBICHHE
HOBBIX Y3JI0B, HOPMaJIU30BaJUCh TeMIlepaTypa Tejia M Iede-
HOYHbBIC TPAaHCAMUHA3bl, UCYE3NIU MHUAITHH U apTpanruu. On-
HAKO IIOCJIe IPEephIBaHUS TEpPanuud CaHIUMMYHOM BHOBBH yBe-
JUYHUIOCH KOJUYECTBO 00PasyIIUXCS MOJKOXKHBIX y3IIOB,
KOTOpBIE CTajH 0ojiee KPYNHBIMH C TEHICHIUEH K CIUSHUIO.
BosbHOMY OBLI BO30OHOBIIEH MEpOpalbHBIl MPHEM CaHIMM-
MmyHa 200 mr/cyTt, Ha QOHEe KOTOPOTO yJajloch NOOUThCS 3a-
MeieHusl oOpa3oBaHus y310B. [locine KpaTKOBpEMEHHOW Mo-
MBITKA CHWYKEHHUS A03bI MPEIHNU30J0Ha 10 50 MI/CyT MpOU30MLI-
Jla aKTHBHU3AIHUs MATOJOTHYECKOTO IpOlecca C MOSBICHUEM
cy0deOpuIbHON TeMmepaTypbl, YBEIUYCHUEM KOJIUYECTBA y3-
JIOB B MOJKOXXHOH JXKMPOBOHM KJETY4aTKe, B CBSI3U C YEM BHOBb
MPHUIJIOCH BEPHYThCSA K no3e mpeanusoiona 80 mr/cyr. B Ha-
crosiuiee Bpemsi OOJNIBHOI HaxoAMTCS Ha amMOyJIaTOPHOM Ha-
onronennn. [1oaKOXKHBIE Y3JIBI PEUUAUBUPYIOT C 4acTOTOH 1
y3en B 1-2 nHs.

JlanHOe HaONIO/CHHE SIBISETCS NMPUMEPOM TPYIHOCTH
MOCTAaHOBKM JHarHo3a nanHukyiauta BebOepa-Kpucuena mo
MOSBICHUS y3JI0B B MNOJKOXHOW XHUPOBOH KiIETYaTKE, YTO
MOATBEPHKAACT HAONIOACHHS, ONKUCAHHbIE B nuTeparype [5].
Kpome TOro, 0CO6EHHOCTBIO JaHHOTO Ciy4as sBISETCS pas-
BHTHE MAaHHUKYJIUTA Yy MYXXYUHBI CPEJHEro IMHTAHUs, COXpa-
HEHHe B xoje 3aboneBaHus HopMmaiabHOTO ypoBHI COD, xoTH
o naHHbBIM JuTepaTypsl COD wame yBenuueHa [1, 6]. Oco6o-
ro BHHUMAaHHS 3aCIyXHBAeT PE3UCTEHTHOCTh MATOJOTHYECKO-
ro mpouecca K KomOouHupoBaHHOMY JedeHnto ['KC, nutotok-
CHKaMH ¥ CaHIMMMYHOM B OOJBIIMX J03aX, YTO OINpeAeIseT
MECCUMUCTHYHBIA NMPOTHO3 B JJAHHOM cllydyae, T.K. NPH IMOA0-
CTPOM TEYEHUHU CHOHTAHHOTO MAHHHUKYJIUTA MPOJOIKUTEIb-
HOCTbh JXH3HH OOJIBHOTO C MOMEHTa Hadana 3a0oJieBaHHS CO-
crasiser 1-2 roaa [1].

5. Moposos B.I'., U3maiinoB I''A. OmuOKk:d B AUarHOCTHKE IMaH-
HuKyiuTta. Xupyprus, 1985, 7, 115-118.

6. Ilonomaper A.A., Kymukos E.Il., KapaBaes H.C., ®enoce-
eB A.B. Pexnkue KoxHO-BHcIepalbHBIC CHHIPOMBI. Ps3aHb,
1998, 648.

7. MOnanosa JI.C., Ecadosa T.B., ®epenen H.II. Penugusupyiro-
Ml y3J10BaThI JIMXOpAJOUYHBI HEHarHauBalOUIMHCS MaHHU-
KYJHUT TsDKeiaoro tedeHnus. Kmumuwmu. men., 1978, 56, 5, 115-117.
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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-

Aopec ona nepenucku:

Mapusa Ilauvoscka,

Boneapus, 4023, Ilnosous, n.s. 136,
e-mail: mar_pan@abv. bg

IIpencraBnen cinyuaii cemeitnoro passurtus CII u co-
nyTcTByoueil basenosoii 60o1e3nu y 1Byx cecrep 61 rona u 65
JIeT.

U3 rabnuusl 1cnenyet, uto Hayano 3aboneBaHus y obe-
UX OTHOCHUTCS K IIOCTMEHONAy3aJlbHOMY BO3DacTy U JHarHos
nepsuyHoro CIII y xaxmoil cooTBercTBOBal EBpomeickum
Kknaccu@UKaMOHHBIM KPHUTEPUAM, HO OKa3alcs MO3JHUM: Y
nepBoit - 4epes 8 ner, y BTopoil - uepe3 6 jieT OT MOSABICHUS





