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BAPUAHTHASA ®OPMA NOPAXEHUA NMEYEHMW: AYTOMMMYHHbINA FENATUT —
NEPBUYHbIN BUITUAPHBIU LUWPPO3 NPU BONE3HU LLEFPEHA

U. A. Jlonamuna, T. H. /lonamkuna, E. J/I. Tanawyx, E. A. Apuon

I'BOY BIIO IlepBsrit MockoBckuii ToCyIapCTBEHHBIN MeTuIIMHCKNH yHUBepcuteT uM. M. M. Ceuenona, Poccus

Ilpedcmasneno 08a KAUHUYECKUX HAOMIOO0CHU 8APUAHMHOU POPMbBL. AYMOUMMYHHbBIU 2enamum — nepeuyHblll OUTUAPHbIL
Yuppos neuenu; ouazHo3 y OonbHelX, OIUMenvHo cmpaoaowux donesnvio Lllecpena c paoom cucmemnvix nposeienu, ycma-
HOBIEH HA cMaouu yuppo3a nevenu y o0Hol borvrou u Il cmaduu udposza — y emopoii. Obcyucoenvt mpyoHocmu OuaeHo-
CMUKY U HEOOXOOUMOCTb UYHEHIUS 6Ce20 CNEKMPa AYIMOUMMYHHBIX MAPKepos, ceoticmeenHbix bonesnu [llecpena, nepsuunomy
OUTUAPHOMY YUPPO3Y U aymoumMmynHomy cenamumy. O6pawyeno HuManue Ha 03MOICHOCHIb PA3TUYHBIX GAPUAHINOG NOPA-
orcenust nevenu npu 6oaesnu I[llecpena.

sapuanmuas Qopma aymouMMyHHO20 2enamuma — NepeutHo20 OUNUApHO20 Yupposa, bonesHsb
Llecpena

Knwuesvie cnosa:

VARIANT FORM OF HEPATIC LESION: AUTOIMMUNE HEPATITIS — PRIMARY BILIARY CIRRHOSIS IN
PATIENTS WITH SJOGREN’S SYNDROME

L A. Lopatina, T.N. Lopatkina, E.L. Tanashchuk, E.A. Arion
E.M.Tareev Clinic of Nephrology, Internal and Occupationsl Disease; .M.Sechenov First Moscow State Medical University

Two clinical observations of the variant form of hepatic lesion: autoimmune hepatitis — primary biliary cirrhosis with systemic
manifestations are presented in patients with long-standing Sjogren s syndrome, one at the stage of lever cirrhosis, the other at
stage F2 of fibrosis. Difficulties encountered in diagnostics and the necessity of changing the entire spectrum of autoimmune
markers characteristic of Sjogren s syndrome, autoimmune hepatitis and primary biliary cirrhosis are discussed. The possibility
of different forms of hepatic lesions in autoimmune hepatitis — primary biliary cirrhosis is emphasized.

Key words: variant form of hepatic lesion: autoimmune hepatitis — primary biliary cirrhosis, Sjogren's syndrome

W3BecTHO, 4TO OCHOBHBIE Ay TOUMMYHHBIE 3a00JI€BaHUS
MeYeHn — ayTOMMMYHHBIH Termatut (AWID), nmepBUYHBII
ounuapusii uppo3 nedenn (I1BL]) m mepBuuHBI cKite-
posupyroumii xonanrut (IICX) — Hepenko HposBIAIOT-
Csl PSZIOM BHETCYCHOUHBIX MOPaKCHUH, 00YCIOBICHHBIX
TaKKe ayTOMMMYHHbIMHM peakuusmu [1—7]. Ilpu stom
MaHH(pecTanus 3a00IeBaHMs apTPAITHIMHI, JTHXOPAJKOH,
MHUAJITUEd WM MHONATUEH, MOJIUHEBPONATHUEH, KOXKHBIM
reMOpPParn4ecKuM BACKYJIMTOM, CYXHM CHHJIPOMOM, IIO-
pakeHUEM IUTOBUIHON Keje3bl, cepiua, IOo4eK BCTpe-
qaercs y 20—40% mamuenTos [3, 6, 8]. YV psaga 601pHBIX
OTMEUAETCs] COYCTAHNE ayTOMMMYHHOTO 3a00JIeBaHMUS IIe-
yenu (AU, TIBL], [ICX) ¢ cuctemHbiMU 3a00JICBaHUSIMHU
COEIMHUTEILHOW TKAaHU: CHCTEMHON KpacHOM BoOJYaH-
koii (CKB), pesmarounnbim aptputoMm (PA), OonesHbio
erpena (BL), cucteMHON ckiepopepMHe, a TakKe ¢
CREST-cuHapoMOM MU BOCHAIHUTEIbHBIMH 3a00JICBaAHM-
SIMH KHILIEYHHKA — SI3BEHHBIM KOIUTOM U Oone3nbro Kpo-
Ha. B mociennue rogsl oOpamialoT BHUMaHHE Ha HAJINYHE
MEPEKPECTHBIX HMJIM BapHaHTHBIX (OPM ayTOMMMYHHBIX
3a0oneBanmit meuenu: AUI—IIBL, AUT—IICX [6—12].
[lepexkpecTHble CUHAPOMBI MEXAY Pa3IUYHBIMU ayTOMM-
MYHHBIMH 3200JI€BaHUAMU IIEYEHH C OJJHOBPEMEHHBIM BbI-
SIBICHUEM KIMHUYECKHUX NPU3HAKOB, OMOXMMHYECKHX H
CEpOJIOTHYECKUX MapKepOB M T'MCTOJIOIMYECKON KapTHUHBI
B [IEYEHH, CBOMCTBEHHBIX ABYM 3a00JI€BaHUAM, BCTPEUALT-
cst gacto (18%) u TpyneH s AMarHOCTUKU B CBS3H C OT-
CYTCTBUEM YETKUX KPUTEPUEB U pasrpaHuueHuil. ¥ 5—8%
O0JIbHBIX ¢ fuarHo3oM AUI umerorcs KilacCuuecKkue mpu-
3Haku IIBIl: noBblleHNe YpoBHSA OMIMpPYyOMHA U LIEI04Y-
HOW ¢ocdaraspl (IL[D), xapakrepHble I'MCTOJIOTMYECKUE

WU3MEHEHHUS B BUAE JECTPYKTHUBHOTO HErHOMHOIO XOJIaHTH-
Ta. B 10 e Bpems y 9—19% Oonbubix ¢ I1BL] nmerorcs ce-
posoruueckue u/mnu mMopdosnorndeckue npusHaku AUT.
HaGmronenus, kak mpaBuiio, KacaloTcsl repekpecra jgado-
PaTOPHBIX U CEPOIOTUUECKUX MAPKEPOB WIIM THCTOJIOTHYE-
ckux npusHakoB, cBoiicTBeHHBIX AUI u TIBLl. Onucanus
BapHaHTHBIX (OPM ayTOMMMYHHBIX 3a00JIeBaHUI TMEYCHU
W CHCTEMHBIX 3a00JI€BaHUI COETMHUTEILHON TKAaHU BCTPE-
YAIOTCS PEIIKO.

Ms1 HabOmromanu AByX OONBHBIX, UIMTEIBHOE BPEMs
CTPaJaBIINX CHUCTEMHBIM 3a00JIeBAaHHEM COCIHMHUTENb-
Hoii Tkaun — Bl — ¢ pa3BuTHEM BapuaHTHOH (HOpPMBI
AUT" — TIBLI.

[IpuBOaMM KIMHUYECKUE HAOTIOACHMSL.

l.bonsuas 68 net, unxenep, nuBanuy Il rpynmsr.

B 1964 r. (B Bo3pacTe 22 roja) MOSBHIKCH PELHIUBHPY-
IOLIMH KOHBIOHKTHBUT, CyXOCTh M OLIYIICHHE MecKa B IJia-
3ax, YMEHBILIEHHE KOINYeCTBa CIE3HOH JKUAKOCTH, CyXOCTb
BO pry. C 1970 1. mpucCOeIMHUINCH PELIUIUBHI TAPOTUTA, TTO-
SBUJICS PACIIPOCTPAHEHHBIN Kapuec ¢ pa3pylieHHeM dMajH
3y0o0B, anu3onuveckn — cyOdeOpunureT, cepanedneHue,
Tpemop kucrtel pyk, yBennuenne COD go 50 mm/u.

C 1974 r. bonpHasg HaXOLWJIach HOJ HAOIIOAEHUEM B
HWU peBmatonoruu B cBA3M ¢ no3aHel cranueit BII c
reHepaJIn30BaHHbIM CYXHUM CHHAPOMOM, IIOCTOSHHO I1OJTY-
yana npenuusonon (5—10 mr/cyt). C cepenunbr 1970-x
ro/10B IOSABUIMCH HEMOTUBUPOBAHHAsA HapacTarollas Mbl-
meyHasi ¢1abocTh BIUIOTH O TOJIHON 00€3BHIKEHHOCTH,
BBITIQZICHHE BOJIOC, JOMKOCTh HOTTEH, YIOPHBIH 3amop. [u-
arHOCTHPOBAH ayTOMMMYHHBIH THPEOWUIIUT C SIBICHUSIMH
TUTNIOTHPEO3a U TUITOTHPEOHUTHON MUOTIATHH, B CBSI3U C YEM
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J103a MPEJHNU30JI0Ha yBeaudeHa 10 40 Mr/cyT ¢ moJjioxu-
TEJNBHBIM d(PPEKTOM — HCUE3NH MPOSBICHUS MHUOIIATHH.
B 1980 1. mosBHIMCH apTpajiruy, MbIIICYHas cIaboCTb,
OHEMEHHE M MOOJIEeTHEHNE MaNbLEB HOT, THArHOCTHPOBA-
Hbl cunapoM Peiino, momunespomnatus. C 1980 mo 1993 r.
OosbHas MPUHUMANA MOJACPKUBAIOLINE JTO3BI MPETHU30-
noHa (5 mr/cyr).

B sauBape 1993 1. ocTpo pasBuiiach KenTyxa, MOSIBHU-
JUCHh KOXHBIM 3yJl, TEMHAsi MO4Ya U OOCCIIBEUCHHBIH CTYII.
B nH(pexumoHHOM CTanroOHape UCKII0UeHa BUPYCHAs MPH-
yuHa xenTyxu. bonbHas rocnutanu3zupoBana B HUU ra-
CTPORHTEPOJIOTHUH, I1le NMPU OUOICUU IE€YEHU BBISBICHA
KapTHHA XPOHUYECKOr0 aKTUBHOIO reraTuTa M Obula Ha-
npasieHa B kiuHUKY uM. E. M. Tapeesa. [Ipu noctymie-
HUU B KIIMHUKY B ceHTs0pe 1993 1. coxpaHsmuch aao0sl
Ha CyXOCTb B IVIa3aX, OTCYTCTBHUE CIE3HOM JKUIKOCTH, Cy-
XOCTb BO PTY, 3aTpyJHEHHE IIPU IIOTAHUHU, 390KOCTh HOT' U
9MU30/bl NOOJEIHEHNs MableB HOI Ha xojoxe. Ilpu oc-
MOTpPE COCTOSIHHE CpPEIHEH TSIKEeCTH, MHIEKC MAacChl Teja
(UMT) 22, nynooOpa3HOe JIML0, FMIIEPTPUX03, nepude-
PUYECKUX OTEKOB HET. B JIETKHX NIbIXaHWE BE3UKYISIPHOE,
XpuroB HeT. TOHBI cep/ia MPUIITYIIeHBl, PUTM TPABUIIb-
Hblif. YacToTa cepleuHbIX COKpallleHuil — 76 B MUHYTY,
aprepuanbHoe aapineHue 100/60 mm pt. ct. [ledens y kpas
pebepHOI yru, cele3eHKa He MaJbIUpPyeTcs; AU3YPUH
HeT. B kpoBu acnapraramunorpancdepasa (ACT) 1,5 Hop-
MBI, ananuHaMuHOTpaHchepasza (AJIT) 4 HOpMBI, TaMMma-
rnytamuntpancnentuaasa (I'T'T) 14 vHopMm, oOmuii ounu-
pyoun 1,5 HOpMBI, Y-T100yAMHBI 22 T/, PeBMaTOUIHBIH
¢dakrop (PD) 1:640. IIpu ynpTpa3ByKOBOM HCCIIEIOBAHUN
(Y3U) opraHoB OpIOIIHOW MOJOCTH MapeHXUMa IEUYCHH
HE3HAYUTENIbHO YINIOTHEHa. BusyannsupyroTcs Hepaciu-
pEHHBIE XKETYHbIE TPOTOKH B JIEBOM J10JI€, B IIPaBOl — He-
CKOJIbKO TeMaHTHoM pazmepoMm 8—I11 mwm. XKequnsiit my-
3BIpb HE YBEJIMYeH, KaMHel HeT. [lompkenynounas sxenesa,
cesie3eHKa, BeHbl HOPTAJIbHON CUCTEMBI He n3MeHeHsl. [1pn
330¢aroracrponyonenockonuu (3IJ]C) BbIABIEH 3PO3UB-
Hbelli OynpOuT. [lepecMoTp auacTomMueckux mpenapa-
TOB II€UEHH BBIIBWJI NPU3HAKU (OPMHUPOBAHUS LIUPPO3a:
JOJIBKOBOE CTPOEHHE COXPAaHEHO He Besze. lernaTonursl B
COCTOSIHUU YMEPEHHO BBIPAKEHHOH I'MIPOIMYECKON IHcC-
Tpoduu. IlopranbHble TPaKThl CKIEPO3UPOBAHBI, OT HHUX
OTXOMST TSDKM M OTCEKAIOT OT JIOJIEK YacTH T'enaToIUTOB
¢ (QopmupoBaHUEM JIOKHOW MOHOJIOOYISIPHON JIOJIBKH.
[Ipocrnoiika coeAMHUTENHHON TKaHW MPOHHM3aHA KIIETOY-
HBIMH 3JIEMEHTaMH, CPEU KOTOPHIX UMEIOTCS JICHKOIIUTEI.
B pa3sbIX yacTsaX OOBIYHBIX M JIOKHBIX JOJEK CKOTIJICHUE
KJIETOYHOTO MH(HUIBTPATa Ha MECTe MOTHOAIONUX renaro-
nuTOB. 3akitodueHue: Mopdoornyeckas kapTuHa GopmMu-
pyroIerocs nuppo3a MeueHu, MMporecc aKTUBHBIN, 3HAYHU-
TEIBHO BBIPAKEH JIOOYISIPHBIA KOMIIOHEHT.

3a0oneBaHNe TPAKTOBAJIOCh KaK XPOHHUYECKHHA aKTHB-
HBIA TEMaTUT Ha CTagud (HOPMHPYIOIIErocs LUppo3a Iie-
YEHH C CHCTEMHBIMHU INposiBIeHHAMHU: cuHIpoM lllerpena,
MOpakeHNe IIUTOBUIHON Kene3bl (ayTOMMMYHHBIA THpe-
OMJIUT C HCXOZOM B THUIOTHPEO3), CUHIApoM PeitHo, momu-
HEBPOIATHsA, JUINTEIBHO JICYEHHBIH MaJIbIMH J103aMHU TIPE-
Hu30j10Ha. C y4yeToM aKTUBHOCTH INEYEHOYHOTO IMpolecca
J103a TIPEIHU30JI0Ha yBenudyeHa 10 20 Mr/cyT, K Tepamuu
Jio0aBieH a3aTuornpuH (25 Mr/cyT), KOTOPBIA ObLIT OTMEHEH
yepe3 2 Mec U3-3a IJI0XOH NePeHOCUMOCTH (TOLIHOTA, PBO-
ta). C 1994 . no3a npeHN30J0Ha YMEHBIIICHA JI0 5 MI/CyT.
B cBs3u ¢ HanuuueM 1a00paTOPHBIX MIPU3HAKOB BBIPAXKEH-
HOTO X0JIecTasa Hauara Tepanus ypcodanbkoM (500 mMr/cyT),
npopoinkeH rmpueM L-tupokcuna (50—75 mxr/cyt). C 1995
o 2004 r. 6onpHas Habmonaitace B HUU pesmaronoruu u
B knuHuKe nM. E. M. TapeeBa. B cBsI3u ¢ HU3KOW aKTHB-
HOoCThIO 3aboneBanus mnedernn (ACT 1,5 mopmer, AJIT 2
HopMbl, ['TT 12—8 nopm, LD 5—2 HOpMBI, 001uMil Ouiu-
pyOuH 1,5—2 HOpMBI) U yMEPEHHBIMU KJIMHUYECKUMHU IIPO-
sprnernsiMu BIII (Hanmaue cyxoro cuHApOMa, MOBBIIICHHON

YTOMJISIEMOCTH, MEPUOAMYESCKHX OOOCTPEHHH CyCTaBHOTO
CUHJIPOMA) MPOJIOIDKEHO JICYCHUE MIPETHU30JI0HOM B HUZKUX
no3ax (5 mr/cyt). B mapte 2004 1. 0osibHasi TOBTOPHO TOCIIH-
Tanu3upoBaHa B KIMHUKY UM. E.M. Tapeesa c xanobamu
Ha OOIIyI0 CIIaboOCTh, OBICTPYIO YTOMIIIEMOCTH, OJBIIIKY
[IpY MUHUMAJIbHOU (DPU3NYECKON Harpyske, CyXOCThb BO PTY,
HOCOBOH IMOJIOCTH, B IM1a3ax, 00Jb B MEJKUX H, PEKE, — B
KPYIHBIX CyCcTaBax ¢ OTEKOM M IIOKPACHEHHUEM MePHAPTHKY-
JIIPHBIX TKaHEH, He COMPOBOKAAIONIASICS YTPEHHEN CKOBaH-
HOCTBI0, TOOJIEJHEHNE M OHEMEHHUE NaJbIIeB HOT Ha XOJIOZE.

[Ipu ocMoTpe KOKHBIE TIOKPOBBI TEMHBIE OKPACKH, CY-
XHe, NajJbMapHas 3puTeMa. SIBIEHUS CyXOro KepaTOKOHb-
IOHKTUBUTA M KCEPOCTOMHUH. [[ByCTOpOHHEE yBelIHYeHHE
OKOJIOYILIHBIX CIIIOHHBIX jkene3. [lampnupyrorcs eauHnd-
HbI€ IOMYENIOCTHBIE W IOAMBILIIEYHbIE JIUMpaTHuecKue
y37BI AMAMETPOM 10 2 ¢M. B jerkux npixaHue Be3UKYIp-
HOe, B 0a3aJbHBIX OTAeNaX ¢ 00eUX CTOPOH OTUETIUBO BbI-
CIIylIMBaeTcsl Kpenutanus. ToHbBI cepala sICHbIE, 4acToTa
CepICUHBIX COKpAILCHHUI 62 B MHHYTY, apTepPHAIbHOE J1aB-
nenue 130/70 mm pr. cr. [leyens He mampnupyeTcs, pas-
Mmepsl 110 KypioBy 10—8—7 cmM, cee3eHKka He yBeIUYeHa,
JUTMHHHK 8 CM.

B ananuzax: COD 30 mwm/u, I[® 2 wopmer, ITTII 5
HopM, ACT 1,5 HOp™meL, AJIT 1,5 HOpMBI, Y-TIIOOYITHHBI
15 r/n, ummynormoOynuubl kiacca G 2250 mr/mi, PO or-
punarenbHbid, aHTH Ro(SS-A)-aHTHTENa MONOKUTEIBHBIC,
anTuHyKJIeapHble antutena (AHA) 1:40, antumuToXoHApH-
anpHble aHTHTENa (AMA) 1:80, aHTUMUTOXOHApPHAIBHBIC
anturena tuna M2 (AMA M2) 1:80, anTuTena K miaakou
myckynatype (AI'M) 1:40, me4eHOYHO-TIOYEYHBIE MHUKPO-
comanpHble aHTuTena 1-ro tuna (anti-LKM-1) 1:80. IIpo-
JIOJDKEHa Teparusi MeTHIpenaoM (4 Mr/cyT), ypcodaibKkom
(750 wmr/cyt). Ilo naHHBIM TPOBEICHHOTO OOCIEIOBAHUS
(BI'AC, Y3U opraHoB OpIOIIHOM MOJIOCTH ), TPU3HAKOB TIOP-
TaJbHOW TUIEPTEH3UH HE BBIABICHO. /IMarHo3 nepecMoTpeH
kak BapuantHas popma AUT—IIBI] Ha craguu nuppo3sa me-
4yeHu B coyeTaHuu ¢ Bl u ayTOMMMYHHBIM THPEOHIUTOM
C ABJICHUSAMM TUIO(QYHKIMH IIUTOBUIHOH XKeJle3bl, CHHIPO-
MoM PeiiHo, monuHeBponaTuen, apTpairusiMy U apTpUTaMH,
JUINTENIbHO JIeYeHHasl TNIIOKOKOPTUKOCTEPOUAAMH U ypCo-
(hanbpKoM.

[Ipu nuaamuyeckom obcnenoBannu B 2010 . coxpans-
mich cinabocth, cuHapoM PeitHo. TIpu mabopatopHom 00-
CJICZIOBAHUY TTOKA3aTeNM IMCUCHOUHBIX (DYHKIIHOHAIBHBIX
TecToB, 00IIero ounMpyouHa, y-ro0ynuHoB B Hopme; COD
15 mm/4. P® oTpunatebHEIH.

Takum oOpaszom, y OonbHOI 68 et 3a0oneBaHue BIEp-
Bble MaHH(DecTHpyeT B 22-JEeTHEM BO3pacTe IMpU3HAKAMH
CyXOTr0 CHHJpPOMA, a 3aTeM DPa3BEpTHIBACTCS KIMHUKA CH-
CTEeMHOU 0OJIE3HU: ay TOUMMYHHBII THPEOHTUT C THITO(YHK-
nUel IMUTOBUAHOMN JK€le3bl U TMIOTHPEOUIHOM MUOIATH-
e, cyOdeOpunuret, cuHapom PeliHo, mMOIUHEBpOMATHS,
apTpajJruy U apTPHUTHI, YKIAbIBAIOIIUECS B KIMHHYECKYIO
kaptuny BIII. [TopaxeHue neyeHu no TUITy OCTPOTo renaru-
Ta MPUCOETUHIIOCH Ha 29-M rony HaOmoneHus 3a O0JIbHOM
U XapaKTepHU30BaJIOCh MPU3HAKaMH (DOPMUPYIOILETOCS LIHP-
po3a mnedyeHu (MO JaHHBIM OMOIICHH TEYEeHH) B UCXOJE Ba-
puantHo# opmbl AUT (yMepeHHbIE CUHIIPOM LIUTONH3A U
rurneprammariioOynuHemusi, nonoxurenbasie AHA, ATM,
MIEYEeHOYHO-TI0YEYHbIE MUKPOCOMAJIbHBIE aHTUTeNa Tuna |
B CBIBOPOTKE KPOBH, 3(P(HEeKT MIFOKOKOPTHKOCTEPOUIOB) U
MEPBUYHOIO OWJIMAPHOTO LUPpo3a (BBICOKHE IOKA3aTelu
xXoJyecTasa, mojiokureiabasie AMA u AMA M2). JlnuTenb-
Has (37 J1eT) UMMYHOCYNIpECCUBHAsI TepaIus B KOMOMHAIMH
¢ ypcodanbkoM B TeueHue 18 jeT onpeznenser HU3KUE TeM-
IIbl TIPOIPECCUPOBaHUS OO0JIE3HH, OTIMUUTEILHON XapaKTe-
PHUCTHUKOM KOTOPOU SIBJSIETCS HAJTMUUE BHETICUCHOUHBIX MPO-
SIBJICHUI Ha BceM IIPOTshKEHUM 3a0oseBaHus. B HacTosmee
BpEMs IPU3HAKOB aKTUBHOCTH BapuaHTHOH (hopmbr AU —
IIB1, xak u BIII, wet. ITponomxkaeT npreM METHIIpENA U yp-
coaypka B MUHUMAJIBHBIX MTOJICPKUBAOIINX J03aX.
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2. bonsuas 47 ner, maBanun I rpynmsl, ciryxarmas.

C 1996 r. (Bo3pact 33 roma) crajga oTMmevarb OONb U
OTEYHOCTH B KOJICHHBIX, JIOKTEBBIX, JIyUE3aISICTHBIX U MEJI-
KHX CyCTaBax KHCTEH MHUTPHPYIOLIETO XapakTepa ¢ yTpeH-
Hel CKOBaHHOCTHIO. [Ipu 00cieoBaHNH B TIOIMKIMHUKE 10
MECTy XHUTeIbCTBa quarHoctuposa PA. B mocnenyromue
roJbl OTMEYAIOCh 00OCTPEHNE CYCTaBHOTO CHHIpPOMA B Be-
ceHHe-oceHHMH nepuoa. C BecHel 1999 1. nocine nepexecen-
HOM OCTPOIi pecrnupaTopHOr BUPYCHOM HHPEKIIUN — pel-
nuBupyromue napotutel. Ocenpto 2002 T mpu odepesHOM
000CTPEHNH CYCTaBHOTO CHHIPOMA TOCIHTAIN3UPOBAaHA B
I'KB Ne 4 ¢ nuarno3om ceporno3utuBHoro PA, nposoaunack
Tepanus HeCTEPOUIHBIMU MTPOTHBOBOCIAIUTEIbHBIMHU Mpe-
naparam, cyib(acanazuHoM (2 T/cyT) ¢ TOJIOKUTEIBHBIM
s¢dexroM: yMeHbIIMIACh 00JIb U OTEYHOCTh B CyCTaBax.
B 2002 r. mpu obcnenoBannu B HUW peBmaronorun o0-
pallleHO BHMMaHHME Ha CyXOCTb BO PTYy M B IIOJIOCTH HOCA,
Hannuue SS-A-aHTHTEN B CHIBOPOTKE KPOBH y OONBHOHU B
OTCYTCTBHE XapakTepHBIX UIsi PA W3MeHeHM CyCTaBOB.
Juarnoctuposana bl ¢ XxpoHHYeCcKUM MapeHXHUMAaTO3HBIM
MApOTUTOM BBIPaXKEHHOH cTauu 0e3 0 TaTbMOIOTHIECKUX
MIPOSIBIICHUN. PEeKOMEHIOBAaHO J€YCHHE IIPEIHU30JIOHOM
1 XJIOpOyTHMHOM, KOTOpoe OoJpHasi HEe MPOBOAWIA H3-3a
CKJIOHHOCTH K U30BITOYHOM Macce Teda.

B aBrycre 2008 r. OosibHasi BIIEpBbIE TOCIUTATU3NPOBA-
Ha B kimHuUKy uM. E.M.TapeeBa nocie snusona nuxopan-
ki 10 38°C, COmpOBOXKIABIICHCS YCHICHHUEM CyCTaBHOTO
curapoma. [Ipu MOCTyIIICHHN KOXKHBIE TOKPOBBI OOBIYHOM
okpacku. CycTaBbl HE U3MEHEHBI. J[ByCTOPOHHUI MapOTHT.
SIBneHns KCEPOCTOMHUM M KcepoodTanpmun. Pasmep mede-
Hu 110 KypnoBy 9—8—7 cm. CeneseHka He najblupyeTcs,
JUTMHHHK 7 cM. AHamu3 kpoBu: 1. 4,3 x 10° ki/m, tp. 194 x
10° xi/mr; COD 40 mMm/4u. BriepBbie OTMEUECHO IMOBBILICHHE
ypoBHs ACT g0 3 nopm, AJIT no 3 Hopm, ['TT 10 4 HOpM,
obmiero ommpyouna 10 1,5 HOpM, Y-TIIOOYJIMHOB CHIBOPOT-
ku 1o 31,5 r/n, ypoens IIJ® — B npegenax Hopmbl. [Ipu
MMMYHOIIOTH4YecKoM uccienoBanuu PO 1:316 ME/mun, an-
Tunykieapubiii gpakrop (AH®D) — 1:320, SS-A-anturena
nonoxwurenbhble. [Tpu Y3U opraHoB OpromiHO MOJIOCTH B
JIeBOH J10J1€ MIEUEHU OIpeesIsieTcs TeMaHMOMa AUaMeTPOM
1o 11 mm. [Ipu3HakoB noprainpHON runepTeH3un HeT. [Ipu
OI'/IC naHHBIX 3a BapUKO3HOE PACIIMPEHHME BEH IHUILEBO-
Jla 1 JKelyJaKa He monydeHo. IIpoBeneHa OMOIICHS MajbIX
CIIOHHBIX JKelle3, BbIsIBUBINAs mpu3Haku BIII: owaroBbrit
CKIIEpO03, HEOOIBIION TEPUYKTAIBHBIN CKIEPO3, 04aroBbIe
TUM(pOUTHBIE HHPHUIETPATH B CTPOME JKENEe3Bl. DHIOKPH-
HOJIOTOM BBISIBJICH CYOKJIIMHHYECKHH THIIOTUPEO3, PEKO-
MeHzoBaH npueM L-tupokcuna (50 mxr/cyt). [Toarsepx-
JeH quar"os BIII ¢ reHepann3oBaHHBIM CYyXUM CHHIPOMOM
(KcepocToMusi, JABYCTOPOHHHUH MapOTHUT, KCepoPTaabMus,
cyOarpoduyeckuii puHO(GAPUHTUT, XPOHHUYECKHIA aTpou-
YECKHUM TacTPUT, XPOHUUECKUHN PELMIUBUPYIOIIANA TAHKPE-
aTUT) C CUCTEMHBIMH MPOSIBICHUSIMH (CyCTaBHOIN CHHJIPOM,
JTUXOpPaaKa, ayTOUMMMYHHBI THPEOMIOUT ¢ THNO(YHKLIHUEH
LIUTOBU/IHOM JKEIIE3bI).

[IpoBoaunocs nedeHune Metunpenom (16 Mr/cyt) B cs3u
¢ 000CTpeHHEM CyCTaBHOTO CHHApoMa. B pesymbrare mpo-
BOJMMOM Tepanmuy yMEHbBIIMJIACh BBIPAKEHHOCTb apTpaj-
THi, perpecccupoBaj MapoTUT, HOPMAJIH30BAJICS YPOBEHb
TpaHCAMMHA3. YUUTBIBas CTOMKYIO TrumnepQepMeHTEMHIO,
runeprammanioOynuaemuto 10 30 /i, Beicokuit Tutp AHD
U CHW)KEHHUE YPOBHS TpaHCAMUHA3 MPH JICUCHUH MTPEIHNU30-
JIOHOM BBICKa3aHO MPEIIONIOKEHUE O HAJIMYUHM Yy OOJIbHOM
AW buoricus Ie4eHN HE BBIIIOJIHEHA B CBA3U C U3MEHEHU-
SIMU B KOoaryjorpamMme (CHHKEHHE aKTUBHOCTH IJIa3MEHHBIX
(hakTOpPOB CBEPTHIBAHUS KPOBH).

B okta6pe 2008 1. mpu AMHAMHYECKOM HAONIONCHUH
COXpaHsUINCh MPHU3HAKH CyXOro CHHIpoma. B kxpoBwm mo-
Beimenue COD jgo 38 mm/4, PO mo 5 wopm, I'TT mo 1,5
HOpM, SS-A-antutena 126 Ex/min. YpoBeHb TpaHcamMuHa3
B IIpe/iesIax HOPMBI. Y YUThIBas MpU3Haku akTuBHOCTH BIII,

K Tepanuu meturpenoM (12 mr/cyt) mobaBuiu JielkepaH
1o 2 MTI Yepe3 JIEHb C peKOMEHAIe MEUIEHHOTO CHUXKe-
HUS 103bI METUIIPEA B TOCIEAYIONIEM JI0 TIOIEPKUBATO-
et (4 mr/cyr).

B ¢epane 2009 1. 0TMEYCHO MOBBIIICHHE YPOBHS TH-
PEOTPOIHOTO TOPMOHA 1O 2 HOPM, aHTUTEN K THPEOHI-
ol mepokcugaze (TIIO) mo 8 HOpM, TpUHOITHPOHUHA
U TUPOKCHHA B Tpenenax HOpMbI. [IpomomkeHo nedeHue
L-TupokcuHoM B 103€ 75 MKI/CyT.

B okrs6pe 2010 1. mocne ceaHca Jla3epHOil Tepanuu
(obmyuyeHne cycTaBoOB) HapyLIMJIACh YYyBCTBUTEIHHOCTH
nanbleB pyk. [Ipu obciaenoBaHuU COXpaHAIOTCS MPU3HA-
ku BIII (aBycTOpOHHMI MapoTUT, KCEpoCcTOMHUS, KCepod-
tanbMust). B xpoBu COD 25 mMm/4, neueHOUHbIE (DyHKIU-
OHAJIBHBIE TECTHl HE U3MEHEHBI, Y-To0ynuubl 20 r/n, PO
613 ME/mn (nHopma 0—10 ME/mir), AI'M He BBISBIICHBI,
LKMI1-anTutena He BoIsiBIeHbl, anTutena k JJHK 5 nHopwm,
SS-A-anturena 5,5 Hopm, SS-B (La)-anTturena B mpeenax
HOPMBbI, TUPEOTPOIHbIH ropMoH — 1,75 HOpM, aHTHUTENA
k TIIO — 16 nopm. Briepssie Hapsiny ¢ AHA (Hep-2) B
BbICOKOM TUTpe — 1:640 BrIsABIeHB! AMA M2 B BBICOKOM
tutpe — 1:118 En/min. IlpousBenena Ouoncus NedeHU:
MOJy4YE€HO 7 TOPTAIBHBIX TPAKTOB CPEIHETO W MEJIKO-
ro kanmubpa. OT™MedyeHa crnabas odaroBasi THJIPOITUYECKast
JUCTPO(HS TEemaTOUTOB U 0YaroBasi MPEUMYIIECTBEHHO
KpYITHOKAIIeIbHAs JKUPOBask AUCTPO(DUS rermaTonuToB (0T
5 no 33% xieTok B OTAETBHBIX J0JIbKax). OOHApyKEHBI
¢/IMHUYHBIC arlONTO3HbBIE TeJbIld, SAMHUYHbIC HEKPYITHBIC
BHYTPH/IOJIKOBBIE HEKPO3bl TEMATOIHTOB (10 3—S5 Kite-
TOK) ¢ muMdomMakpodaraabHOW HHPUIBTpaLUei ¢ mpuMe-
CBIO IIa3MOLUTOB. BOMM3M OTENBHBIX MOPTATbHBIX TPAK-
TOB OMNpPENENAIOTCA CIUHUYHBIE PO3ETKH TI'eNaTOLMTOB.
Cnabas runepTpodus KIETOK CTEHKH cuHycomunaa. Oyaro-
Bas KamWUIIpU3alusi CUHycouJoB. [lopTanbHble TpakKThl
HE3HAUUTENIbHO PACIIUPEHBl, YUIMHEHBI, YMEPEHHO HH-
¢unpTpupoBansl TUMpOMaKpodaraJbHbIMU AIIEMEHTaMU
C IPUMECHIO IJIA3MOLUTOB U €AUHUYHBIX 303UHO(UIBHBIX
JeHKOIIMTOB. YMEPEHHOE KOJIMYECTBO CTYIECHYAThIX He-
Kpo30B. [Ipu3Haku c1aOOBBIPaKEHHOTO HETHOMHOTO Je-
CTPYKTHBHOIO XosaHruta. Ckiepo3 HOpPTaJbHBIX TPAKTOB
BapbUpPYeET OT cl1aboro 10 ymMmepeHHoro. OT 4acTu noprab-
HBIX TPAKTOB OTXOAT TOHKHE cpefHel NIuHbI pubpo3HbIe
centsl. UT'A o Knodell et al.: 3—3—3—1 (10); Il cranus
¢hubpoza (mepumnopraidbHBIA). 3akimoueHue: Mopdomoru-
Yyeckasi KapTHHA TIOpaKeHHsI ITedeHu npu nepekpecre AU
n IIBLI, yMepeHHO r'UCTONOTMYECKON aKTUBHOCTH, II cTa-
qust hpudbposa.

JuarHoctupoBaHa BapuantHas ¢popma: AUT—IIBL] u
BIII ¢ cucTeMHBIMU TIPOSIBICHUSIMH (ay TOMMMYHHBIN THpE-
OHMJUT C TUMO(QYHKINEH IUTOBUIHOM JKEJIe3bl, CyCTaBHOU
CHUHJPOM, TOJINHEBPOINATHS, B aHAMHE3€ — JIMXOpajaKa),
JUIATEJIBHO JICYEHHBIN TIIFOKOKOPTUKOCTEPOUIaMHU, JIeHKe-
paHoM.

Takum o0Opazom, y OonbHOIT 47 neT 3a0oeBaHue MaHU-
(ecTupoBasio B Bozpacte 33 JeT cycTaBHBIM CHHAPOMOM, a
yepe3 3 rojia MOCTENeHHO Pa3BUIACh KIMHUYECKAsk KapTH-
Ha BIII ¢ reHepann30BaHHBIM CYXHM CHHIPOMOM, BHEXKE-
JIE3UCTHIMU TPOSBICHUSMU W HamuuueMm SS-A-aHTHUTEN B
ceiBopoTKe. [Ipu3Haky nopakeHus NMeYeHU NOSBUINCH Ye-
pe3 11 ser ot Havana 3a00J€BaHUS M XapaKTEPH30BAIUCDH
CEpOJIOrMYECKUMHU MapKepaMH U MOP(OIOTHUECKUMHU MIPH-
3Hakamu kak AUT (AHA, runeprammarioOynnHemMust, Ha-
JUYMe B TKAHM I€YEHH CTYNEHYaThIX HEKPO30B, PO3ETOK
W TuTa3MaTHyeckux kiertok), tak u [1BL] (AMA-M2 B cbI-
BOPOTKE, KapTHMHA HEIHOMHOIO IECTPYKTUBHOIO XOJAHIH-
Ta), YTO MO3BOJIAET JUArHOCTHPOBATh BAPUAHTHYIO (opMy
AUNT—IIBII.

B 00oux HaOmroneHUsIX KIMHUYecKre nposisieHus: Bl
pa3BuBatoTcs 3a 29 u 11 1eT cOOTBETCTBEHHO JI0 MOSIBICHUS
MPU3HAKOB MOPAKCHUS TICYCHH, YKIIAIBIBAIOIINXCS B KPUTE-
pun BapuantHou opmbl AUT—IIBIL: y mepBoit GombHOM
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yKe Ha CTaJuu LUppo3a MneyeHu, y Bropoil — Ha Il craguu
(hubpo3a. JlaBHOCTH OpaKEHHUSI TICYCHHU HESICHA, OJJHAKO Ha-
nmane ¢pubdposa IV u Il ctagny mo3BoiseT roBOPUTH O JITH-
TEJILHOM JIATEHTHOM (0€CCHMITOMHOM) TEUSHHHU TTaTOJIOTH-
YeCKOro mporecca B nedeHu. [1pu nabopaTropHoM Hccieno-
BaHUU B 00OWX Ciyd4asiX ObUIM BBISBIEHBI CrielU(UUISCKUE
MapKepbl ayTOUMMYHHOTO MOpakeHHs: SS-A-aHTHUTeNna Kak
mapkep BIII 1 AMA M2 u AHA B coueTaHuu ¢ runepram-
MaroOyJIMHEMHeH, CBUIETEIbCTBYIOINE O HATUYUK BapH-
anTHol opmbl AUT—IIBI]. B npuBeneHHBIX HAOIIONECHU-
AX MOXKHO OOCY>KAaTh CHHIPOM ayTOMMMYHHOTO IepeKpe-
CTa, MEXIy CHCTEMHBIM 3a00JIeBaHUEM COEAWHHUTENbHON
tkaHu — Bl — u BapuanTHOI QOpMOI ayTOMMMYHHOTO
3a0omeBanus neuenn: AUT—IIBII.

Tepmun «Bapuantasle Gopmbl AUI» wucmonb3yercs
JUIsl onrMcanus aTunudHbix Gopm AW, nmeromero kiu-
Hnyeckue npusHaku AU u ITBL wim AUT u [1CX, mpe-
HMYILIECTBEHHO Y )KEHIIHUH cpeiHero Bo3pacta. Jlo HacTos-
IIETO BPEMEHH! HET €TMHOTO MHEHUS O TOM, TIPEICTABISIOT
JU OTH 3a00JIeBaHMs €AMHBIN TMATOJOTHYECKUN TpOIecc
WU pa3Hble TEHETHUYECKH JETEPMUHHPOBAHHBIE HO30JIO-
rudeckue (GOopMBEI y onHOH OonpHOW. Ilepekpect mexmy
BIII, B OONBITMHCTBE CIIyYaeB TaKXKe XapaKTepu3yIomecs
cuctemMHocThio mopaxkeHusi, 1 AUT, TIBL] BcTpewaercs B
6—22,2% ciy4aeB U OMUCKHIBACTCA B JIUTEpaType ¢ 1954 .
[13, 14]. Cungpom nepekpecta [1BI] n BIII Obu1 x0porro
M3BECTEH ele co BpeMeH myonukanuu P. Golding u coasr.
[14] u D. Alarcon-Segovia u coasr. [15]. IIpu oOcnenosa-
Huu 300 G6ompubIx BII F. Skopuoli u coast. [16] BbIsIBH-
TM KIMHWYECKUe, OMOXUMHYECKHE, HWMMYHOJIOTHYECKHE
1 MOPQOIOTHYeCKUe MPU3HAKU MOPaXKEeHUs edeHn y 7%
OOJBHBIX, B TOM 4HCJe B Y 2% HMENOCh CyOKIMHUYECKOE
TeueHHe, a y 5% BOBIICUEHHE MEUEHU XapaKTepHu30BaJIoCh
JUIIb MOBBIIEHHEM YPOBHA TpaHcaMuHa3. Y 6,6% 0oib-
HBIX BbIABISUIMCE AMA [16]. KnuHudeckoe 3HaueHHe
oOHapyxeHust AMA y OOJBHBIX C THCTOJOTHYECKU TIOA-
tBepxkieHHol BIII HesicHo. 3a 7-neTHuit nepuoxa Habo-
neHust 3a 6onbHbIMU Bl ¢ AMA HU y OZHOTO M3 HUX HE
ObUIM BBISBICHBI NPU3HAKU LUPPO3a. YKa3aHHbIE aBTOPHI
[16] ormernnu, uro nopaxenue nedenu npu bII Bcrpeua-
€TCsl PelIKO, 4aCTO NPOTEKaeT CyOKIMHUYECKU U HEe IIPUBO-
JIUT K pa3BUTHIO Uppo3a. AMA sBISIOTCS Haubosee 9yB-
CTBUTEIBHBIM MapKEPOM «CKPBITOTOY» TOPAKECHUS MEUCHH
npu BIII. [Toxoxkee nccnenoBanue, BKIOYAONIEE MEHbIIIEE
KOJIMYECTBO OOJBHBIX, TAKXKE MOJATBEPANIIO, YTO M3MEHE-
HUE€ TIeYeHOYHBIX (pyHKIHOHANBHBIX TecToB mpu BIII, BEI-
ssrsiemMoe B 27% ciydaeB (y 12 u3 45 O0NbHBIX), MOXKET
OBITh IPU3HAKOM aCCONMUPOBAHHOTO ayTOMMMYHHOTO TI0-
paxxeHust nedeHu. [Ipu Mopdonornyeckom Mcciie0BaHUH
neuenn y 4 u3 12 6oapHbix BbisiBiaeH [IBI, y 2 — xpo-
Hu4eckui akTuBHbINA renatut [17]. G. Vogel u coasr. [18)]
obcnenoBanu 12 mauuenToB ¢ bII, u3 Hux y 4 Obu1n H3Me-
HeHbl (YHKIMOHAJIBHBIE TICYCHOYHBIC TECTHI, OAHAKO IIPH
OMONICHH TIEYSHH OTPEeISUTUCH JIHIIb Heclenu(pruuecKue
M3MEHEHHsI B TKaHU. ABTOPBI IPULILIU K BBIBOLY, YTO TAKHE
M3MEHEHHs TaDOpaTOPHBIX NIOKa3aTeIeld OTpaxaroT OCHOB-
HOe ayTouMMyHHOe 3a0oneBanue — Bl u He cBUpeTeNb-
CTBYIOT O HaJIM4UU HE3aBUCUMOTO 3a00JeBaHMSA MEYCHU
[18]. Takum 0Opazom, OTBETUTH Ha BOIPOC, SBISETCS JIN
CYXO#l CHHIPOM NPU3HAKOM BHEIEYEHOYHOTO MOPaXKEeHUs
nedeHu nipu BapuaHTHOU opme AUT—IIBI] niu nposis-
nerusaMu BII, MOXXHO TOJIBKO IPU KOMILIEKCHOM 00cie1o-
BaHUH OOJIBHBIX, BKIIIOUAIOIIEM OMOIICHIO IT€UYEHH.

Yactora BcTtpeuaemoctu [1BL] npu BIII Hescua. Shearn
n coanT. (2004) nuarnoctupoBanu I1BL[ y 5 u3 80 (6%)
6onpHbIX BIII. B.U. Hansen u coasr. [19] oOHapyxwimm ru-
CTOJIOTMYECKUE NMpU3HAKU cuanajgeHura y 95% OonbHbIX
IIBIL, y 38% u3 HuX ObLIM BbIABIEHBI SS-B-anTHTEna —
mapkep BIII.

Canenyer ormeruts, uyto BIII u IIBIl neMoHCTpUpYIOT
MHOTO 001X npu3HakoB. [Ipu 0bonx 3a6oneBaHUAX BOC-

MAJIUTENbHBIHN MTPOIIeCC HAUNHAETCS BOKPYT JKEITUHBIX IIPO-
TOKOB M TIPOTOKOB CITIOHHBIX JK€Je3, U B 00OMX ciydasx
SMUTENNAIBHBIE KIETKH 3KCIpecCcHpyroT mMojiekyiasl HLA
I kmacca. CD4+ T-knetkn B mHMIBTpaTax mnpeobiasa-
10T npu TskesoM [IBI[ v npyu mOopaykeHUH CIIFOHHBIX JKe-
ne3 B pamkax BII. [Ipu oOoux 3a0oneBaHUsSX MOpakeHa
9K30KPHHHAS TKaHb B MIEYCHU U CIIOHHBIX H/HIIU CIE3HBIX
JKelnes, XOTd Mpo(uiIb aHTUTEN HPU ATHX 3a00JIeBaHUSIX
pasiuuen. [Ipu BII nmpeobnanator SS-A-anturena u SS-
B(La)-anturena, T. €. aHTUTENA K PACTBOPUMBIM SIJICPHBIM
aHTurenam, torna kak npu I1BI] nmpeoGnagaror cnenudu-
yeckue AMA [20]. R. Manthorpe u coast. [21] BbIsSIBU-
m AMA y 5% 6onbubix BIL, ATM y 30%; npu IIBL] ¢
cunapomoM Illerpena AMA BsisiBisiuCh B 23% citydaes,
AI'M — B 37% [19].

Wunnuupyronwii Gpakrop, NpUBOISIIMKA K aKTHBAIUH
ayTOMMMYHHUTETA MIPOTUB UTEIHAIBHBIX KJIETOK BHYTPH-
[IEYEHOYHBIX MKETUHBIX IMPOTOKOB M IPOTOKOB CIIIOHHBIX
KeJie3, He U3yUeH, HO B pe3ysIbTare psijia NCCIIeJOBaHUH BhI-
cKaszaHo npeanonoxenue o Tom, uro I1BI] u BIII seastoTcs
COCTaBHBIMH YacTSIMHU OJTHOW MMMYHOOTIOCPEIOBAHHOM JK-
30KPHHONIATHH, KOTJIa HEKOTOPBIE BUPYCHI (TepIIECBUPYCHI U
PETPOBUPYCHI) SIBIISIFOTCS 3AITyCKAOIIMMHU (aKTOPaMH ayTo-
WMMYHHOTO Tponecca [22—24]. DnurennanbHble KISTKH
CIIFOHHBIX JKelle3, TIONyYeHHbIC OT OOJBHBIX C CHHIPOMOM
nepekpecra IIBI[ u B, mepekpecTHO pearupyroTr IHpo-
tuB PDC-E2-criennpuyeckux MOHOKJIOHAJIBHBIX aHTHUTEI,
MpeacTaBaAommX E2-KOMIOHEHT KOMIIIeKca MHpyBaT/e-
THJIporeHasbl, y3HaBaemon AMA M2. UnTepecHbIM mpen-
cTapisiercs ToT (BakT, 4To Mopdonornyeckas KapTHHA Meye-
HU ipu cunapome nepekpecta [1B1] u I u npu 1611 6e3
BII oxa3zanack oueHb moxoxeit [22, 25].

B 2002 r. omyOnukoBaHbI pe3ynbTaThl S5-JIETHETO Ha-
omonenus 3a 180 GonbHBIMH, oTBevarolnue EBponeickim
kpurepusm BIII, He nMmeronMU NPU3HAKOB 3a00JIE€BaHUS
neyeHd. OLEHHUBAIN KIMHUYECKOE 3HAYEHUE CEpOJIorHye-
CKHUX MapKepoB B Pa3BUTHHM AayTOMMMYHHOTO MOpa’KeHHs
neyeHd. Y 84% OOJbHBIX BBISBICHBI ayTOAHTUTEINA: aHTH-
HyKJIeapHble (Kparmdarble, TOMOT€HHbIE U aHTULEHTPOMEp-
Hble) — y 58%, AI'M u anTuTena K NapHeTaltbHbIM KIIET-
kaM —y 39 1 4,5% cooTBeTCTBEHHO. Y 3 OOJIbHBIX BbISABIIC-
Hel AMA npu umMmmyHomoopectienTHOM ananuze (MDA),
y 2 u3 HuX B nocnexnyrouem passuics I1BL1. YV 2 GonbHbIX
6e3 AMA u xonecTa3a UMEIUCh cHenn(pUIeCKue MapKephbl
[IBL] (artu-PDC-E2 n antu-BCKADC-E2). O6e 60mpHBIC
co cnenuduaeckumu Mapkepamu [1B1] n TpeTps sxeHmmHA
¢ AMA B CBIBOPOTKE B TCUCHHUE BCETO TICPHUO/Ia HAOTFOICHHUS
HE MMENH KIMHUYECKUX WM OMOXMMHYECKHX MPHU3HAKOB
[IBLI. B atoii koropre y 4 u3 180 6onpubix B mpu 6uomn-
cuu niedeHu Obutn auarHocTupoBansl AUL (y 2), curmpom
nepekpecta AUI" u xponmueckoro renaruta C (y 1), AUl
n ayrouMMyHHOro xonanruta (y 1) [24]. Pesynbrars! uc-
CJICZIOBAHUS TO3BOJIMIIM CHIENIaTh 3aKIF0YCHHUE, Y4TO Y 00Jb-
HbIX BIII ¢ AMA B TeueHue 5 et HaOMONEeHU OXKUIAeTCs
¢dopmuposanue [1B1]. Bonbubie co cnenuduyeckumu Map-
kepamu [1B1] HaxomsTCs B paHHel, 0eCCUMITOMHON CTa UK
0ose3nu. BbICOKHE TUTPBI aHTUTEN K TNIAJKOH MYCKyIaType
Y aHTUMUTOXOHpUaibHbiX anTuTen (MMDA) sBisitoTcst Hau-
oonee cnennpuyeckumu npusnakamu AUT u T1BL. Crieru-
¢uueckum mapkepom AUT nipu BII siBisitorcst AMA B TH-
tpe 1:160 u donee [24].

Onucanus CHHIpPOMa ayTOMMMYHHOIO IepeKpecTa Ba-
puantHoit popmbr AUT'—IIBII u BIII BcTpeuatoTcst kpaiine
penko. B 2001 1. onmybnukoBaHo 2 HaONIOAEHHUS CHHApPOMA
nepekpecta AUI u [1BL] y 1ByX ’KE€HILUH, OTHA U3 KOTOPBIX
CTpajana peBMaToOMIHBIM apTpuToM, npyras — BII [27].
B 2010 r. npencraBieHpl KIMHUYECKHE HAOIIONCHUS BapH-
anTHOU (popmbl AUI—IIBI[ y Tpex *eHIUUH, AJIUTEILHO
crpanatommx CKB (y 1), cucremnoii ckneponepmueii (y 1)
u BIII (y 1). Kak u y onucanHbeIx HaMu OOJIbHBIX, OTMEYa-
Jack MaHudecranys 3a00JIeBaHUSA C PEBMATOJIOTHYECKUX
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MIPU3HAKOB C MOCIEAYIOIHUM IPUCOECANHEHUEM CUMIITOMOB
MTOpaKEHUS TICUCHH.

[IpencraBieHHbIe HAOTFOACHHS TIO3BOJIAIOT YTBEPHKIATH,
41O OOJNIBHBIE C CHCTEMHBIMU 3a00JICBAaHUSMH COCIMHHUTEIb-
HOW TKaHM OTHOCATCSI K TpYIIE pUCKA Pa3BUTHUSI ayTOHUM-
MYHHOTO TOpPaKEHMsI Te4eHH. PHUCK pa3BUTHS TOpa)KEeHUs
MeYCHH Y MAIMEHTOB C CUCTEMHBIMH 3a00JICBAaHUSMH COEIU-
HUTEIBHOM TKaHN HEOJMHAKOB U BapbHPYET B 3aBUCUMOCTH
OT NEPBUYHOTO Ay TOMMMYHHOTO MopakeHus1. Tak, y O0IbHBIX
¢ Oonesnpto lllerpeHa cymiecTByeT BBICOKas BEPOSTHOCTb

Caeenns 06 aBTopax:

Pa3BUTHS KaK ayTOMMMYHHOTO T'€lIaTHTA, TaK W TIEPBUYHOTO
OuIHapHOTO IUPPo3a. Y OOJILHBIX C CHCTEMHOW CKIIEPOJIep-
MHEH BBICOK PHCK Pa3BUTHS MEPBUYHOTO OMIMAPHOTO IHP-
po3a, a IPU CUCTEMHOMN KPACHON BOJIYAHKE BEPOATHOCTD Pa3-
BUTHUS ayTOMMMYHHOTO T'eTIaTUTa U IEPBUYHOTO OUITHApHOTO
nupposa Hu3Kas [26]. JlmarHocTrka nopaskeHus Ie4eHu Ipu
Oosieznu [llerpena TpeOyer, MOMUMO TIIATEIBHOTO aHAJM3a
KJIMHUYECKUX JaHHBIX C OLIEHKOW CIIEKTpa ayTOaHTHTEI, Xa-
paKTepHBIX sl 000MX 3a00JeBaHul, Takke MOpdoIorude-
CKOI XapaKTEepUCTHKH U3MEHEHHS TIeUeHH.

I'BOY BIIO Ilepguviit Mockosckuii 2ocyoapcmeennblii meouyunckuit ynueepcumem um. . M. Ceuenosa
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