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BBenenue

[Tepexpectubie cuHApoMmbl (overlap syndroms) mpencTaBiIsOT BapHaHTHBIE (GOPMBI
KJIACCHYECKUX ayTOMMMYHHBIX 3a00JieBaHUIl: ayToMMMyHHOro remaruta, (AWI'), mepBuyHOTrO
ounmapHoro 1upposa mnedeHu (IIBL]), mepBuuHoro ckieposupyromero xosanrura (I1CX).
[lepexpecTHbpld  CHHIpPOM O0O3HA4aeT HAJUYME Yy OJHOTO  OOJBHOTO  KIMHUYECKUX,
OMOXMMHYECKHX, CEPOJOTHUYEeCKUX W/MIU TUCTOJOTMYECKHUX MPU3HAKOB, XapaKTePHBIX KakK JJIs
ayTOMMMYHHOTO T'eaTuTa, TaK 1 JUIs y TOMMMYHHOT'O XOJIECTAaTHYECKOTO 3a00JICBaHMS.

TepMuH «mepeKpecTHBI CHHIPOM» ObLT BBEICH ISl 00O3HAUEHUS BapHUAHTHBIX (HOpM
AWTI". BonbIIMHCTBO aBTOPOB MpeACTABISIOT NepekpecTHbiil cuaapoM (I1C) kak codyeranue nByx
ayTOMMMYHHBIX 3200JICBaHUI NIEUYECHHU, OHO U3 KOTOPBIX Beerna AUI 1-ro wnm 2-ro tuma, Hapsay
¢ kotopbeiM umerotcesa npusnaku [1BL, [TICX.

CranpapTuzanus AMarHOCTUYECKUX KPUTEPHUEB ISl PA3JIMUHBIX CUHIPOMOB OTCYTCTBYET.
CosmectHoe TeueHue AUWIT um xponmdeckoro rematuta C, WMEIOIIETO TaKyl OCOOEHHOCTH
TEYCHHS, KaK MHOTOYHCJICHHBIC WMMYHHBIC TPOSBICHUS, IO-BHIUMOMY, II€JIeCO00pa3HO
0003HaYaTh KakK CHHIPOM IOJAOOHBIH ayTOMMMYHHOMY II€PEKPECTy BBHJY TOrO, YTO B 3THX
CIIy4asix HeJb3s HUCKIIIOYUTh BUPYCHYIO npupony AUI'.

Jlonrue roapl Kak BapuaHTHas (opma ayTOMMMYHHBIX 3a00J€BaHUIl I€YEHU
paccMmarpuBaics ayTouMMyHHBINA XonaHruT (AMX). G. Brunner, O. Klinge B 1987 rony onucanu
TPEX JKEHIIMH C FUCTOJOTMYECKUMHM U KiauHuueckuMmu mnpuszHakamu IIBL, Ho y Bcex
orcyTcTBOBaIM AMA B CBIBOPOTKE KPOBHM U BBIABISUIUCH B BHICOKOM THUTpPE AaHTHSIEPHbIC
antutena (ANA). CoderaHue yKa3aHHBIX IPU3HAKOB U IOJIOKUTEIbHBIH OTBET Ha
UMMYHOCYIIPECCUBHYIO TEpalMio IMO3BOJIMIA aBTOPAM BBIIEIUTh 3THX OOJIBHBIX W3 TPYIIIbI
AMA-nonoxutenbubix [1BL] 1 npennokuTe AMarHo3 «kMMMYHHBIN XOJIAHTUTY.

P. Michielleti u coaBT. MOTYEPKHYTU HO30JOTHMYECKYIO CAMOCTOSTEIBHOCTh ATOTO
BapuaHTa 3a00JeBaHMs U NMPEAJIOKHUIN TEPMUH AyTOMMMYHHBIH XOJAHTUT, yTBEPAWBLIMKCS
B muTeparype. Haumnast ¢ aToro coodmienust Benercs: oocyxkaenue, spisitores ju 1B u AUX
OT/JEeJIbHBIMU 3a00JI€BAaHUSIMU HJTH 3TO BApUAHThI OJTHON-EIMHCTBEHHOM O0JI€3HHU, OTINYAIOLIHECS
TOJIBKO IO CTPYKType ayToaHTuTed. IIpuMeHeHune COBPEMEHHBIX YYBCTBUTEIBHBIX METOJIOB
BbIsIBIIEHHST AMA — UMMYyHO(QEPMEHTHOrO0 aHajiu3a C OYUIIEHHBIMH MUTOXOHJpPUAIbHBIMU
QHTUT€HaMU U UMMYHOOJIOTMHIa —  3HAQUUTEJIbHO MOBBICWJIO YHCJIO  TOJOXKHUTEJIBbHBIX
pe3ysnbTaToB  BbIABIEHHs AMA 1pu  OTpULATENBHBIX JAHHBIX PEAaKIUH  HENpsIMOU
uMMyHO(Ir0OpecteHIu. [lpy HMMMYyHOTMCTOXMMHYECKOM HCCIIEIOBAaHUM KakK Yy OOJIbHBIX
¢ AMA-nonoxurensHeM I1IBL], Tak u npu AMA-HeratusHoMm IIBl[ Ha anukampHBIX y4acTKax
AMUTENUS KETYHBIX MPOTOKOB oOHapyxkuBaetcs skcnpeccust ITIJIK-E 2, uro cBuaerenscTByeT
B T0JIK3Yy 00IIIero narorenes3a 3Tux BapuantoB [1BL]. Bo3aMoxkHO, €TMHCTBEHHBIM OTIMYHEM ITUX
nByX (hopM Oonesnu sBisiercs ux accouuanus ¢ HLA. B to Bpems kak HLA DRS8 npeo0nanaer
npu AMA-nonoxurensHoM [1BL], HLA DR4 u DR3 BrisBnstorest npu AMA-Heratusaom T1BL.
OTu QaxkThl CBUIETENbCTBYIOT, yT0 AMA-nonoxurensHbiii [IBI] u AMA-neratusubiil 1511
UMEIOT CXOJHBIE KIMHUYECKHE W TMCTOJIOTMYECKHE XapaKTEPUCTUKH U SIBIISIOTCS BAPUAHTAMHU
0JTHOTO 3a00JIeBaHUsI. AYTOMMMYHHBIH XOJIaHTUT B HACTOSIIIEE BpeMs CIeyeT pacCMaTpUBATh HE
KaK CcaMOCTOSITeNIbHOe 3abosneBanue, a kak cuHoHUM AMA-neratuBHoro IIBL. B murtepatype
ONKCaHbl €JUHUYHBIE HAOIOJCHUS, B KOTOPBIX ayTOMMMYHHOE 3a00jieBaHME MeYeHH Ha (oHe
mutensHol Tepanuu nepenuto u3 IIBL[ B AU muz AU BIIBLl. Otu HabmoneHus He
BKJIFOUAIOTCS B IEPEKPECTHBIN CUHApOM (Tadm. 1).



BapuaHTbl ayTONMMYHHBIX 3200/1eBaHNi IIeYeHH
[TepexpecTHBIi ¥ TOIOOHBIE IEPEKPECTHOMY N3MeHenue quarnosa ayTouMMYHHOM
CUHJIPOMBI 00JIe3HU TICUCHU
AUNT/TIBL] IIBI] «—— AUI"
AUTTICX AUT «—— [ICX
AUT-XBI'C

Tabruya 1. Bapuanmul aymouMMyHHbIX 3a6071€6aHULL NEeYeHU

[To maHHBIM pa3HBIX aBTOPOB, CPEIU MAIMEHTOB C AyTOMMMYHHBIMH 3200JICBAaHUSIMH
MICYCHHU TIEPEKPECTHBIN CHHAPOM BCTpevaeTces ¢ yactoroi g0 10% (tabi. 2).

YACTOTA PA3JIMYHBIX BAPUAHTOB NEPEKPECTHOI'O CUHJAPOMA, %
[TepekpecTHBIN CHHIPOM AJ. Czaja V. JleiimHep
AWT/TIBL] 8 7-9
AUT/TICX 6 1-6
AUT -renarut C 10 10

Tabauya 2. Yacmoma paznuunsix 6apuanmos nepekpecmuozo CuHOpomda

Bapuant nepekpectnoro cunapoma AWI/IIBL] ommcan TONBKO y B3pOCIBIX MAIEHTOB,
notomy urto I1BI] e HaGmomaercst B nerckom Bo3pacte. AUT/TICX gamie BcTpeuaercs y neren
Y MOJIOJIBIX TAIMEHTOB. OTHUOJOTHS XPOHUYECKUX 3a00JICBAaHUN TICYCHH, MPOTEKAIOIINX
C CUHAPOMOM ayTOMMMYHHOI'O [IE€PEKPECTa, OCTAETCS HEU3BECTHOM.

Ilepexpectubiii cunapom AUT/TIBI]

B knuHuYeckol NpakTUKE JBa IJIaBHBIX HanOoJee paclpOCTPAHEHHBIX M H3YUYEHHBIX
3aboneBanus: I1BL] u AWI" MoryT ObITh 4eTKO TU(depeHIIMPOBaHbl HA OCHOBAHUH CHUMIITOMOB,
OMOXMMHYECKHUX, CEPOJOrMYEeCKUX TECTOB M I'MCTOJIOTMYECKUX uccienoBaHuil. OcobeHHocTH
CJIeAyIOUIMe: MPEeUMYIIECTBEHHOE paclpocTpaHeHHe 3a00JIeBaHUs CPEH JKEHIIMH XapaKTepHO
kak s AU (80%), tak u quia IIBLL (90%). OueBuaHO, 4TO pU ayTOMMMYHHOM TelaTUTe
(bepMeHTHbIE MOKa3aTeNu XapaKTepU3yloTCs NpeoliajaHieM CHHIpOMa LIUTOIM3a (AKTUBHOCTh
AnAT BS5 ubonee pa3 npeBocxoauT ypoBeHb nosbiiieHus 11ld), B To Bpems kak mpu [1BL]
npeoOnanaer nosbimenue P u y-I'T, To ecTb pepMeHTOB XojecTaza, U OTMEUYAEeTCs TOJIBKO
YMEpPEHHOE TMOBBIIIEHNE CHIBOPOTOUHBIX TpaHcamuHa3. Kpome Toro, IgG — mpeobianaromimii
UMMYHOTJI00y/MH y nauueHToB AUT, B To BpeMs kak IgM moBbIiIeH y 60IbIIMHCTBA NAlUEHTOB
c IIBII.

[Tepeeie onmcanmst nepekpectHoro cuHapoma AWML/ TIBL] otHOCcsATcs k 1970 romam
Y TIPEIO0JIArajJoch, YTO 3TOT CUHAPOM BCTPEYAETCA YPE3BbIUANHO peaKo. B IByX TIIAaTENbHBIX
MCCIIEIOBAaHMSIX, BBITOJHEHHBIX B KoHIIE 1990-x ronos, nepekpect AUT/IIBL] 6bu1 Halinen y 8%
u3 199 6onpHbIX, cpenu kotopbix AU nHabmonancs y 162, a [IBL] — y 37 6onpHBIX Uy 9% u3
130 mammenTos ¢ I1BLI.

B nocnennem ucciieoBaHUU aBTOPHI onpenessitoT cunapoM nepekpecrta AUI/IIBL kak
couetanue [IBL] u AUI' u, cienoBarenbHO, MOJKHBI MPUCYTCTBOBATH JIBA WJIM TPU KpPUTEpUs
KaX/10T0 3a00JIeBaHMS.



Hns [IBL 5T KpuTEpUu Clieayronme:
e IO >2 Numu y-I'T>5N;
e AMA 10JI0KUTENBHBIC B IUATHOCTUYECKOM TUTPE;

® IIpU TUCTOJOIMYECKOM MCCJIEIOBAHUN BBISBICHUE HETHOMHOIO JI€CTPYKTHBHOIO
XOJIAaHTUTA U MPOTPECCUPYIOIIETO MOPAKEHUS MEJIKHUX JKEITYHBIX IPOTOKOB.

Kpurepusmu s AUL siBisnuce:
e akTuBHOCTE ATAT > 5 N;
¢ [gG > 2 N unu SMA N0J0KUTENbHBIE B TUarHOCTUYECKOM TUTPE;

® IIpAd THCTOJOTMYCCKOM HCCIICJOBAHUU 06Hapy>KeHI/IC YMCPCHHBIX HWJIM TAXKCIIBIX
NEPUIIOPTATIBHBIX CTYIICHYATBIX HEKPO30B.

HcTrHHBIN epeKpPecTHbIA CHHAPOM

XapakTepHble OCOOCHHOCTH TIAllUEHTOB C MepeKpecTHbIM cuHapomoM AMWI/IIBL]
BKJIIOYAIOT BBIPAKCHHBIA MOJBEM AaKTUBHOCTH CHIBOPOTOYHBIX TpaHCAMHHA3, OOHApYyKEHUE
MapKepoB XoJiecTa3a, yMepeHHoe moBbleHre [gG M 4yacTo — 3HAYUTENBHOE IOBBIIICHUE
UMMYHOTJI00yHA M..

[Ipu ceponornyeckoM ucciae0BaHUN OOHAPYKUBAIOT aHTUMUTOXOHIPHAIbHBIC aHTUTETIA
K MAPYBaTIETHAPOTeHa3HOMY KoMILIekcy (AMA-M2) B TMarHOCTHYECKOM TUTpPE U Bbimie, ANA
(aHTHHYKJICapHBIC aHTUTENa) u/wm SMA (aHTHTENa K TIaaKor Myckynarype), SLA (anTutena
K PaCTBOPUMOMY MEYEHOYHOMY JIUMONpoTenay). [lpu sTom BapraHTe nepeKpecTHOro CUHApOMa
BBISIBIIIETCS OTUETIMBas accomuanus ¢ xapakrepusimu st AUD pakropamu pucka: HLA BS,
DR3 unu DRA4.

Pe3ynbrarel TUCTOJIOTMYECKOTO HCCIEAOBAHUS BBIABISIOT W3MEHEHHUs, MPUCYLIUE
npeumyiectBeHHo AU, — mopranpHas u nepunopraibHas JuMoruTapHas WHPUIbTPaLUs,
BBIPDAKEHHBIE TEPUIIOPTAJIbHBIE CTYIIEHYaThle W MOCTOBHIHBIE HEKPO3bl, B Psiie CIIy4yacB
MOCTOBUAHBIA (uOpo3. Hapsimy c¢3TUM MoKeT HaOmoAaThCs AECTPYKIHUS U mpoiudepanus
JKETYHBIX MPOTOKOB.

Oco0eHHOCTH KJIMHUYECKOrO TeYeHUs OOoJbllle COOTBETCTBYIOT ayTOMMMYHHOMY
rernaTuTy, CKOPOCTh MPOTPECCUPOBAHUS OMNpEAEseTCcs BbIPAKEHHOCTBIO HEKPOTHYECKUX
U BOCHAIUTENBHBIX W3MeHeHUH. OIHAKO Yy HEKOTOPBHIX OOJNBHBIX MOTYT Tpeodsiafarh
KJIMHUYeCcKHe U ceposiorndeckue npusHaku [IBLI, BciencTBue 3TOro mepekpecTHbId CHHAPOM
AUI/TIBL unoraa paccmarpuBarot kak Bapuant [1BLI.

BaxxHo oTMeTuTh, YTO HaldMuMe aHTUSAJAEPHBIX aHTUTEN Yy OonbHBIX ¢ [IBI] He sBasercs
MapkepoM mnepekpectHoro cunapomMa AWI/IIBL], Tak Kak BBISBICHO, YTO 3HAYUTEIHHOE
noBbiieHne ANA y nmanuentoB IIBIl He compoBoxnanocs paszButueM cumntomoB AU
Hanpotus, nanuuue antuten k SLA y 6onbHbix c [IBL] sBisioch MapkepoM MEpeKpecTHOro
cuaapoma AUT/TIBL.

V. JleiimHep Hapsy C ONMCAaHHBIM BBIIIE BapUaHTOM IEPEKPECTHOIO CHHJIpOMA
AWI/TIBL BeIAENISICT BTOPO BapHAHT, IPU KOTOPOM IOMMUHUPYIOT TUCTOJIOTHYECKHE U3MEHEHMS,



xapaktepuble st [IBL: nectpykuusa u nponudepanus >KEeTYHbIX MPOTOKOB, YMEHBIIEHHE HX
qucia, 00pa3oBaHKe IpaHysIeM, TUCTHOIUM(oIUTapHas HHPUIBTPALHS TOPTATIBHBIX TOJIEH.

B TO e BpeMsi OTCYTCTBYIOT CEpPOJIOTHYECKHE MapKepbl MEPBHUYHOIO OMIMAPHOTO
nuppo3a — AMA He omnpeaensroTcs, Ho oOHapykuBaroTcsa SMA w/wnmun ANA, THNUYHBIC IS
AUT.

VYpoBeHb y-r1100ynuHOB 1 igG MOBBIIIEH YMEPEHHO. Y POBEHb igM MOBBIIIEH B MEHBIICH
crenenu, yem npu [1BL.

daxkTopsr pucka HLA takue xe, kak u ipu AWUL: DR3, DR4 u [1BI[-DRS.

Kinumanueckne IIPpU3HAKHU U 0COOEHHOCTH TeUYeHHs 3a00JIeBaHUS IIpu 3TOM BapUAHTC
HepeKpecTHOro cuHapomMa He oTiauyarorcs oT [IBL]. Y OombHBIX SPKO BBIpa)KEHBI KIMHUYECKUE
¥ OMOXMMHYECKHUE MTPU3HAKH X0JIecTas3a.

JAuaruos

BosibHBIE € IIEPEKPECTHBIM CHHAPOMOM HMEIOT KpaiHe CMEIIaHHYI0 KIMHUYECKYIO,
OMOXHMHYECKYIO, CEPOJIOTHYECKYIO KapTHHY. J[MarHo3 MmepeKpecTHOro CHHAPOMA CTAaBUTCS MPHU
HAJIMYMHK 110 KpaliHel Mepe ABYX M3 TPEX MMCTOJOTHYECKUX, CEPOJIOTHYECKMX U OMOXUMHUYECKUX
KPUTEPUEB TS KOKIOTO 3a00JICBaHHUS.

s TIBL] kputepun ObUTH ClieqyroIIue: menodHas (ocdarasa CHIBOPOTKH IMPEBBIIIAIA
HOpPMAJIbHBI YPOBEHb B JBa pa3a; y-INIIOTaMUJI TPAHCHENTHAAa3a IPEBbIIIAIa HOPMAJIbHBIN
YPOBEHB B ITSITh Pa3; MOJIOKHUTEIbHBINA TecT HA AMA; B IyHKTaTaxX Ne4eHn 00Jiee 4eM B TIOJIOBHHE
MOPTAJIBHBIX TPAKTOB BBIABIISLIACH TYKTYJIONEHHUS.

Kpurepusasmu AUNI' cinyxunu: NATUKPATHOE IOBBIMIEHUE AJTaHMHOBOM TpaHCAMHHA3BbI,
BBICOKMM YpPOBEHb raMMa-rio0yJMHOB, TOJOXHUTEIbHbI TECT Ha aHTUTeNla K IJaJKou

MYCKyJatype.

HpI/I THUCTOJIOTUYCCKOM HUCCICIOBaHNHN XapaKTCpPHO HaJIM4Hue CTYIICHYATBIX
MNEPUIIOPTATIBHBIX U J'IO6yJ'I}IpHBIX HCKPO30B.

[TepexpecTHbI cUHAPOM Yy OONMBHBIX C ToKazaHHbIM [IBl] ycTaHaBnMBarOT mpu HAIUYUH
He MeHee 2 U3 4 CIeqyIoINUX KPUTEpUEB

e noBbiieHue AAT He MeHee 5 HOpM;

¢ igG He MeHee 2 HOpM;

e SMA B TMarHoCTUYECKOM TUTPE;

® HAJIMYKE MEPUNIOPTATILHBIX CTYNEHYaThIX HEKPO30B.

Jleuenune

Huskas  pacmpoctpaHeHHOCTh  mepekpectHoro cuHiapoma AWI/IIBL  nummumna
BO3MOXHOCTM  IIPOBENECHUS  PAaHIOMHU3UPOBAHHBIX  KOHTPOJIHMPYEMBIX  TEPaANEBTUYECKUX

I/ICCHeI[OBaHI/Iﬁ y OTUX 6OJ'II)HI)IX. TepaHeBTI/I‘IeCKI/Ie peKOMeH}IaHI/II/I I10JIararOTCsda Ha OIIBIT JICUCHU A
AWT u TTBIL



Jleuenne uctunnoro [1IC AUI/TIBL] ocymecTBiseTcs KOMOMHUPOBAHHO TIPEIHU30JIOHOM
n YAXK.

Mouotepanug YIAXK ypsga OOJIbHBIX BBI3BIBAECT  YJIYUIIEHHE  KIMHUYECKUX
U J1abOpaTOpHBIX MOKa3arenei, Ho B omiinuue oT [IBL] He BiuseT Ha rucToI0rMuecKue N3MEHEHUs
[EYEHU. JTO MOJIO)KEHNE OTHOCUTCA U K JIEUEHUIO TOJBKO IIFOKOKOPTUKOCTEpOoUAaMu. TakTuka
Je4yeHus 3aBUCUT oT Bapuanta [1C.

[Tpu uctuaHom I[IC AUWI/IIBL] c npeobiaianueM ayTOMMMYHHOTO TelaTHUTa JICUYCHUE
Ha3zHayaeTcd 1o cxeme, npuMmenseMoil npu AUIL'. Beisenenue nannuus HLA B8, DR3 nnu DR4
TpeOyeT yCHIIeHHU UMMYHOCYTIPECCBHOM TeparuH.

Y OosbHBIX C mpeobnamaHueM cHHIpoMa xosectaza HazHawyaroT Y XK u HeOombIme
1036l UMMYHOCYyIpeccaHToB. BeisBinenue acconuanuu ¢ HLA DR8 moxer yka3piBaTh Ha
IpOTpecCupoBaHie OWIMAPHOTO IMPPO3a M, CIEAOBATENbHO, HEOOXOJMMOCTh MMOCTOSTHHOM
TEparuu.

B otaenpHbix ciydasx npu ManocumntomHoM Teuenuu [1C AUT/IIBL ¢ npeobnaganuem
CUMIITOMOB XOJiecTa3a Ha (oHE IIuTeNbHOro JieueHus Toibko Y XK momyuena pemuccus
3a00JIeBaHUs U YIyUlIeHHEe KU3HEHHOTO MMPOTHO3a.

Ponws apyrux mmmyHomenpeccaHToB, Hanpumep azaTuonpuna (1—1,5 Mr/kr exemHeBHO),
B IIPOJIOJDKUTEIHHOM BEACHUW TMAIMEHTOB C MepekpecTHbIM cuHapomoMm AUI/IIBL] He
ONpeZic/ieHa, HO €ro YCIEHNHOe Hucnojb3oBaHue npu jedeHun AMWIT Moxer caemaTb 3TOT
UMMYHO/ICTIPECCAHT MPHUBJICKATEIILHON AIbTEPHATHBON/IONOTHEHHEM KOPTUKOCTEPOUIaM, KOT/1a
JIOJrOCpOYHasi ~ MMMYHOJENpPECCUBHAs  Tepamus  HeoOxoguma. MoskeT — HaOmoIaThCs
PE3UCTEHTHOCTh K KOPTUKOCTEpPOUAaM Yy OONBHBIX C mepekpecTHbiM cunapomom AWIY/IIBL,

Toraa pacCMaTrpuBacTCA JICUCHUC APYTUMU UMMYHOACIIPECCAHTAMHU, HAIIPUMEP HUKIIOCIIOPHUHOM
A.

[Ipn BBIpaXKEHHOM OCTEOINOpPO3€, TPYAHO KOMIIEHCHPYEMOM caXxapHOM Juadere,
apTepuanbHOM TunepTonuu, rmaykome Y JIXK HazHavyaeTcss B KOMOMHAIIMY C a3aTHOIIPHUHOM.

IIpu newenun BTOporo Bapuanta IIC AWI/IIBLl, korma xnMHMYEcKas KapTHHA
COOTBETCTBYET MEPBUYHOMY OMIIMApHOMY LUPPO3Yy, TEpalHio HauWHAIOT ¢ HazHaueHus Y JIXK
Y TOJIBKO B ClTy4ae OTCYTCTBUs d(PeKTa 700aBIIIOT UMMYHOCYITPECCUBHBIE MPETIapaThI.

Ilepexpectubiii cunapom AUT/TICX

[Tepexpectubiii curapom AU ¢ IICX Obul omucaH BO MHOTHX COOOIIEHHSX B KOHIIE
1990-x rom0B MPEeNMYIIECTBEHHO Yy JETEH M Y MEHBIIETO YUCIIAa B3POCIBIX OONBHBIX, U, MOXKHO
IIPEANOIOKUTH, STOT CUHAPOM UMEET MECTO Yy 3HAYUTEIbHON YaCTH IPEUMYILIECTBEHHO MOJIOJBIX
OOJIBHBIX C ayTOUMMYHHOW 0OJIE3HBIO MTEYEHH.

Camoe Ooupllloe YHCIIO KIMHUYECKUX cllydaeB mepekpectHoro cuniapoma ANI/TICX
OpEJCTaBICHO B coOOmEeHNH u3 JIOHJAOHCKOTO KOpOJEBCKOro Koyiemxka. B 16-metHem
MIPOCTIEKTUBHOM HCCIICIOBAHWN aBTOPHI HAOJIOMANN 3a TPYMION W3 55 nmeTeit, KOTOpble UMeNTn
KJIMHUYECKHe, OMOoXUMHYeckre W rucronorndeckue npusHaku AUI. Cpemu stux gereit y 27
OBLJIO IMAarHOCTUPOBAHO HAJMYME CKJIEPO3UPYIOLIEr0 BOCHAJICHMS XKEIYHBIX IyTeil Ha OCHOBE
nanHbeix OPXIII'. Ilockonpky 3tm aetn umenu npusHaku AWI, TepMUH «ayTOMMMYHHBIN
ckieposupyrommii - xomanrut» (ACX) Obul TpPENIoKEeH aBTOpaMH Il 3TOTO BapHaHTa
nepekpectHoro curapoma AUT/TICX.



Haubonee pacripocTpaHeHHBIM U3MEHEHHEM ObLTa HEPAaBHOMEPHOCTh KOHTYPOB OOIIETO
JKEJIIYHOTO IPOTOKa, KOTopas mpucyrcrBoBana y 15 (65%) nanueHToB. M3MEHEHHBINH NMPOTOK
MOJDKEITy IOYHOM kee3bl Habmomancs y 13% OonbHBIX, a KAMHH OBLITH OOHApYKEHBI B 001IEM
KEITYHOM H ITy3bIpHOM TpOTOKe Yy 9% OonbHbIX. [loBTOpHAs XomaHruorpadusi MpOBOIMIACH
B cpokH OoT 1 10 9 net y 36 manmenToB, y 17 u3 KoTopbix panee Obl1 quarHoctupoBan ACX. U3
stux 17 manuenToB B 52,9% Oblna ycTaHOBICHA cTa0mm3aIys 3a0oneBanus u B 47,1% BBISBICHO
MPOTrPECCUPOBAaHNE W3MEHEHUN BHYTPU- W BHENEUEHOYHBIX KETYHBIX MPOTOKOB. Y 17 u3 28
0onbHBIX, KOTOphle HE mMenu ACX mpu nepBOHAYALHOM HCCIICOBAHHMH, ObLIa BBITOJIHEHA
MOBTOpHAs XojaHruorpadus, My Bcex, kpome 1 OOJIbHOro, ocTajach HOpMalibHas KapTHUHA
KemuHbIX Xo10B mpu DPXIII.

Ot 0CcOOEHHOCTH, MO HAIIEMy MHEHHUIO, MO3BOJISIIOT CYHTATh, YTO AyTOMMMYHHBIH
CKJICPO3UPYIOIINI XOJIAHTUT SIBJIETCS BapuaHTOM mepekpectHoro curapoma AUIT/IICX, a He
OTACIbHEIM 3a00JeBanueM, oTauuHbM 0T AUT u IICX.

H. R. Buuren u coaBt. nuarno3 nepekpectHoro cuaapoma AUI/IICX 6bu1 ycTaHOBIIEH
y 8% wu3 113 B3pocibix OonbHbIX ¢ IICX, OIEHEHHBIX PETPOCHEKTHBHO IMPH MOMOIIU
MoAuGUIMPOBAHHOM OayuibHOM cucTeMbl Auarnoctuku AWID. OgHako BoO BTOpOM HCCIIEIOBAHUH,
BiiouaBimieM 211 GompHbIXx ¢ [ICX ¢ ucnonb3oBaHUEM OOHOBIEHHBIX KPUTEPUEB OLEHKU
ayTOMMMYHHOTO Temnaruta, TOJIbKOo Y 1,4% BBIIBICHBI O0CTOBEpHBIE MYy 6% — BEpOSITHBIC
kputepun AUT'. Paznuna MoxxeT 00bACHATHCS pa3inursIMU B BO3PACTE UCCIETOBAHHBIX OOIbHBIX,
HEOJIMHAKOBBIMH ayTOAHTUTEIAMHU, UCII0JIb30BAaHHBIMU IIPH OLIEHKE, U CTETIEHbIO 3aKOHYEHHOCTHU
MIPOAHATU3UPOBAHHBIX JIaHHBIX.

Yerkne nmarnoctuueckue kpurepun it ycraHosienus AUI/TICX e pa3zpaOoTaHbI.
B knmHMYecKol MpakTUKE MOTYT OBITh MCIIOJIb30BaHbI CICAYIOIINE KPUTEPUU:

® HaMYMe OMOXMMUYECKHX, CEPOJOTHYECKUX, THCTONOrndYeckux mnpusHakoB AUI mo
mikane guardoctuku AWI B koandectse Oosblie 15 0aiios;

e BoisiBiieHne ANA win SMA B tutpe Oonbie 40;

e OOHapy>KeHHE CTYNEHYaThIX HEKPO30B, JUM(OIMTAPHBIX PO3ETOK, YMEPEHHOI'O WJIN
BBIPAKEHHOI'O IIEPUIIOPTAIBHOIO UIIU IIEPUCENTAIIBHOIO BOCIIAJICHUS;

e Bepudunuponannbiii 1uarno3 [ICX ¢ nomomrsio DPXIIT unu MPT-xonanruorpaduu.

B neGrore mepexpectsiii cungpom AUI/IICX yacto mposBAseTCs] KIMHUYECKUMM,
OMOXMMHUYECKUMHU U cepojornyeckumu mnpusHakamu AMWI, cnekTp aHTUTEN OTpa)xaer
CEHCHOMIM3aluI0 K aHTUreHaMm, adajoruunyro AMWI. B pasBepuyToit craauu Hapsay
C KJIMHUYECKUMH U CEPOJIOrMYeCKMMM  npu3Hakamu AW DOSBISIIOTCS — KIMHUYECKHUN
1 OMOXMMMYECKUN CUHAPOM XoJjecTa3a U (puOpo3HbIe U3MEHEHHS POTOKOB B OMOITaTaX NEYEeHU

Hns  6ompHbIX ¢ AUT/IICX  mepekpecToM — mpucymia  d4acras — accolfanus
C BOCTIAIMTEIIbHBIMU 3a00JI€BaHUSAMH KUIIIEYHHUKA U BbIsiBIeHHeM p-ANCA B CBIBOPOTKE.

Jleuenue

Ypcone3okcuxoneBas KUCIO0Ta MIMPOKO UCHoib3yercs B jeueHnu [ICX, XoTs BausHHE
mpernapaTa Ha JOJTOCPOYHBIN MPOTHO3 OCTaeTcsl HelOKa3aHHBIM. J[Jisl eueHus: mepeKpecTHOTO
cuagpoma AUT/TICX Ttepamus Y JIXK ucnonb3oBanack B BRICOKHX J03aX — 110 20 M1/ KT/CyT, HO
OnaronpusaTHbId 3 ekt Habmoaancs He Bcerga. Cranmaptaeie 10361 (13—15 mr/kr/cyt) YAXK



MPUMEHSJIUCh B KOMOMHAIIMK C UMMYHOCYIIPECCUBHBIMHU TIpenapaTamu, ObLI 3aperucTpUpOBaH
OJIOKUTEJILHBII OTBET.

A. Floreani u coasr. [19] B IpoCTIEKTHBHOM HCCIIEIOBAHUY IIPU IPUMEHEHUH KOMOWHAIINN
YIAXK (15-20 mr/kr/cyt), mpennu3osioHa (ctaproBas mo3a 0,5 MI/KI/CyT ¢ MOCIEIYIOMNUM
camkenueM 10 10— 15 mr/kr/cyr) u asatuonpuHa 50—70 MI/CyT NONXYy4MIH BBIPAKESHHBIH
OMOXMMHYECKHI OTBET W 00Jiee BBICOKYIO BBDKHBAEMOCTh OOJBHBIX. TakuM obOpazom, YJIXK
B KOMOMHAIIMK C IMMYHOCYIIPECCUBHOW Tepanmueil MOTyT OBITh a/JIeKBATHBIM METOAOM JICUCHUS
JUTs1 OOJIBIITMHCTBA OOJBHBIX ¢ MepeKkpecTHhIM cuHapomMoMm AUT/TICX.

Pe3ynbrarhl 1ONTOCPOYHBIX MEeAuaTprudeckux uccienoBanuii 6onpHBIX ¢ [IC AUT/TICX
MOKA3bIBAIOT, YTO TEUCHHE OOJIE3HU OBLIO TSIKEIee, YeM Y MaueHTOB TOJIbKO ¢ AUT mim Tobko
¢ [ICX.

Tpancnnanranuss TeYeHH  NPOBOAUTCS  NpH  HEIPPEKTUBHOCTH  aJCKBATHOM
MEAMKaMEHTO3HOU TepaIuu.

Bce dopMbl XpOHHYECKOTO X0JIecTa3a, OCOOCHHO MPH HAJTUYUH KEITYXH, OCIOKHSIIOTCS
Pa3BUTHEM IPOTPECCUPYIOIIEH OCTEONEHHN/OCTEONopo3a. IJTO COCTOSHHE YCyryOusieTcs
HaJMYKEM y psia O0JIbHBIX BOCHAIUTEIBHBIX 32001eBaHU 1 KHIIIeYHUKA. TakuM OOJIbHBIM TOJDKHA
POBOIUTHCA MPOPMITAKTHIECKast Tepanus OucgochonaTramu.

AUI'-XBI'C

CocymectBoBanue AUI' u xponnueckoro renmatuta C MOKET MHOTAA BCTPEYAThCS, HO
TEPMUH NEPEKPECTHBIN CUHIPOM JJIsl ITUX CIIy4aeB HE JOJKEH UCIOIb30BaThCS.

AytoantuTena oO0bIYHO oOHapyxwuBaroTcs npu remnature C, sto ANA wmu SMA, wim
AHTUTUPEOUIHbIE aHTUTENA, KaK [IPABUJIO, B HU3KUX TUTpax HaOmogaroTca y 40—65% 60abHBIX
XpoHudeckum renatutom C.

Antutena antu-LKM-1 — npusnak AUI' 2-ro Tumna, HampaBieHbl NMPOTHUB YEThIpEX
AQHTUTCHHBIX JEeTepMUHAHT Ha uuToxpome P450 2D6, Tarke BbIABIAIOTCS Yy 7% OOJIBHBIX
¢ XpoHHUuyeckuM renatutom C.

OpnHako 3TH aHTUTENA UMEIOT HEKOTOphIe paznuuus npu ANUI'-2 1 XpoHM4eCKOM renaTuTe
C. VYV 6oapabix AU antutena antu-LKM-1 sSBIsIIOTCS TOMOT€HHBIMH W BBISIBISIIOTCS B OoJiee
BBICOKHMX TUTpax. HampoTuB, OHM SBISIOTCS OOJiee TeTePOreHHBIMU MIPH XPOHUUYECKOM TelaTuTe
C, pearupytot ¢ ki1etouHbM 0eakoM GOR 1 00HapyXUBarOTCsl B HU3KUX TUTpaxX

Btopoe BaxkHOE OOCTOSITENCTBO — MPH HCMIOJIB30BAHUHM YYyBCTBUTEIBHBIX METOJIOB Ha
BoisiBiieHne HCV Haxonku anTH-HCV y GONBHBIX ayTOMMMYHHBIM Te€MaTUTOM OKa3alllCh
JIO’KHOTIOJIOKUTEIBHBIMU Y HE OBUIM TOATBEPKIEHBI PEKOMOMHAHTHBIM HWMMYHOOJIOTHHTOM
(RIBA) u nannunem HCV-PHK Ha ocHoBe monumepasHoi nienHoi peakiuu (PCR).

CrnenoBaTenbHO, IS TUATHOCTUKH coOCyliecTBOBaHUs Tematuta C C ayTOMMMYHHBIM
renaTuToM HeoOXoaumo moATBepxkaeHue nuarHoza XI['C MeromoM peKOMOWHAHTHOTO
MMMYHOOJIOTHHTA WJIN C UCTIOJIb30BAHUEM MOTMMEPA3HON ETTHOM PEaKIIHH.

B knuHuyeckoil mpakTthke HeoOxonumo AudepeHuUpoBaTh TPU TPYMIbl OOJBHBIX:
nepBasi — OonbHble € UCTUHHBIM AW ¥ 10KHOMONOXKUTENBHBIM TecToM Ha aHTH-HCV;
BTOpasi — OOJbHBIE C UCTUHHBIM XpOHHWYEeCKUM TrenaTtutoM C U ayTOAHTUTENIaMU B HU3KHX



TUTpax, HO 0e3 apyrux cumnrtomoB AWI; TpeTbss —OONbHBIE C UCTUHHBIM XPOHHUYECKUM
rematutoM C u ocobenHoctsmMu AW, Bkirouass MOJIOMON BO3pacT, KEHCKUH TOJ, TUTPHI
aytoanturel (ANA, SMA, LKM1) 6onpire 1:320, runepramMmma-Tiio0yInHEMHUIO.

Jleuenue

Jleuenue JOMHKHO OBITH HAIPaBICHO NPOTHUB MPeoOJafarolnX  KIMHUYECKUX,
CEpOJIOTMUECKUX U TUCTOJIOTUYECKUX  MposiBieHUW.  bombHbIM ¢ uctuHHbiM  AUD
U JIO)KHOIIOJIOKUTEIBHBIM TecToM Ha aHTU-HCV Heo0xo1uMo Ha3HAUYNTh HMMYHOCYIIPECCUBHbBIE
npenaparsl. bojbHBIE ¢ UCTMHHBIM XpOHHWYECKHMM renaTuToM C M ayTOAaHTHUTENAMHM B HU3KHX
TUTpax, HO 0e3 nmpyrux cumntomoB AUI HyknmaroTcs B aHTUBHpPYCHOW Tepanuu. [lammeHtam
¢ ucTUHHBIM renatutoM C u otueniuBbiMU cumnToMamMu AWI™ Hano cHavana mpoBeCTH JeUeHue
MMMYHOCYTIPECCUBHBIMU TpernapaTaMu (IPEeIHU30JIOHOM U a3aTUONPUHOM) MOJ TIIATEIbHBIM
KOHTPOJIEM KJIMHUYECKUX, OMOXMMHUYECKHX U CEPOJIOTHUYECKUX OCOOCHHOCTEH C MOCIIEAYIOUINM
npumeHenuem MOH-a

3akjao4yeHue

AyTOMMMYyHHBIE 3a00J1€BaHMsI MEYEHH UMEIOT MEXIY CO0Oi OueHb MHOIO OOIIEro.
VY 6onbubix [1BI] u IICX ycraHoBiieHa TecHasi CBSI3b UX 0OJIE3HU C TEHOTUIIOM. B KITMHUYeCKOn
NpPaKTUKE HapsALy € TPAAULMOHHBIMU ayTOMMMYyHHBIMH 3a0oneBanmsimu — AUWI, TIBL, [1CX
HEPEJKO BCTPEYAECTCsl CHHIPOM ayTOMMMYHHOTI'O IIEPEKPECTa.

[lepekpecTHBI CUHIPOM O3HAYAET, YTO Y OAHOTO OOJHHOTO MMEIOTCSA MPHU3HAKU JBYX
Pa3IMYHBIX Ay TOMMMYHHBIX 3200JI€BaHU MIEUSHU, UMEIOIINX, BEPOATHO, 001ni nmaroreHes. [Toka
STUOJIOTUSI AyTOMMMYHHBIX 3a00JIeBaHUN MEYEHU OCTAETCS HEU3BECTHOM, HENb3s OJHO3HAYHO
PEeUIUTh, SIBISETCS JI IEPEKPECTHBIM CUHIPOM CaMOCTOSTEIbHBIM 3200JIEBAHUEM HIIM BAPUAHTOM
ayTOUMMYHHOTO TemnaruTa. V3yueHue MepeKkpecTHOro CHUHApOMa HEOOXOAMMO MAJis pelIeHUs
0oiee BaXKHOW MPAKTHYECKOW MPOOJIEMBI — Kak JIeYuTh 3TuX OonmpHBIX? llenecooOpasna
COueTaHHasl Teparnwsl MepeKPEeCTHOTO CHHAPOMA MTPETHNU30I0HOM (OYJIECOHUIOM), a3aTHOIIPHHOM
n YXK.

Kinnundeckuii crydaii B oraenennu ractpodnreposornn KKbNel
[MTarmenTka I'., 1989 r.p. (34 1)

N3 anamue3a: B centsOpe 2022 BmepBble BbIpaXKEHHble OOJIM B JKUBOTE, NpPHUHUMAJIA
CIMa3MOJIUTUKH, O0JIeBOM cHHApPOM ObLT KynupoBaH. [lo pesynpraTtam obcnemoBanuit Y3U Op
MOJIOCTH - MHOYKECTBEHHBIE MEJIKUE KaMHU KeITYHOTO IMy3bIpsl. JIabopaTopHO - IIUTONIN3 2 HOPMBI,
ITT B mpegemax 300, II®d 500. Mapkepsl BUPYCHBIX TenaTUTOB OTpuil. [larmeHTke ObLI
amOynatopHo pexomennosad npuem Y JIXK, cnycrs mecsin I'TT u LII{® cuusummcs B 2 paza. B
JaIbHEWIIEM Mpenapar He IpUHUMalIa, aHaJIM3bl B TEUEHUE o/1a HE cllaBaja.

Jlerom 2023r mutaHupoBasia abJIOMUHOIIACTHKY, B CBSI3U € 4eM obcienoBanack. JlabopaTopHo
BHOBB 1IUTOJIN3 2 HOpMBL, LIID 532. Y3U Op nonoctu - MHOKECTBEHHbIE MEJIKHE KAMHH KEeTIHOTO
my3bIps. ['acTpO’HTEPOIOroM B YAaCTHOM IOPSAJAKE PEKOMEHJOBAaH NPUEM TIeNaTONpPOTEKTOPOB,
WCCJIC/IOBAHNE AayTOMMMYHHOM TEUYEeHOYHOM maHenu - M2+++ AMA +++ ANA He
uccnenoBainock. Jlabopatopao 6e3 aunamuku. ['ocnuranusuposana B 90 KKb s yrounenus
MATOJIOTUY TEYEHU U JICUECHUS.

JlooGcnenoBana B yCIOBUSX OTAEICHUS:



JlaGopatopHo: sputponuto3 (dputpouuthl Ao 5.30x1012/m, Hb 145 r/m), nelikomenust m0
3.81x109/n, nucnununemus (xonecrepun 6.05 mmons/m,JITTHIT 3,37 mmomns/n), 1D 362 En/x, c-
M rurosmsa (AJIT 59.6 En/n, ACT 82,5 En/n, I'TTII 259.6 En/n )

I'enatutsl B, C - oTpuniatenbHo

R-rpadus opranos rp knetku: [laTonoruu B 1ero4Hoi TKaHU HE BBISIBIICHO.
JC IIITb: Hapymenue reMolMHaMUKH HE BBISBIICHO

OI'IC: uddy3Hblii c1abo BeIpa)keHHBINH TOBEPXHOCTHBIN TaCTPHT.

Y3U opranoB Op mosiocTu: YMEpEeHHO BhIpaKeHHbIE MU Gy3HbIC U3MEHEHHUS B ITOKEITYI09HON
xene3e. Hapymenune peosnornueckux cBOMCTB kemun. He uckimovaercs GpopmMupoBaHue MEIKHX
MSTKHX KOHKPEMEHTOB JKEITYHOTO ITy3bIps

Onacromerpusi: KecTkocTh napeHXxuMbl nedeHu ¢ yuetoM nanHbix RTE u SWM B npenenax FO
no ycnoBHoi mkaie METAVIR.

MCKT opranoB Op monocTu ¢ B/B KOHTPACTHPOBAHUEM — T'eIIaTOMETANUS 32 CUET YBEIHUCHHS
pazmepoB npasBoi ponu. KT-kapTMHa XpOHMYECKOrO KajbKyJIe3HOro Xxoseuucrura. Hammuwme
COJICP’KMMOTO BBICOKOW IIJIOTHOCTH B TOJIOCTH JKETYHOTO ITy3bIpsi — OWJIMAapHBIA Ciapk?
JIumpaneHonaTus napaaopTaabHBIX U MEPUIIOPTAIBHBIX JI/y3J10B.

C nenplo yTOUHEHHs AMArHo3a MpoBeieHa rernaTooromncus. [ McToaoruuecku: B MpeaCcTaBIeHHbBIX
npernaparax TKaHb II€YEHH, I[IOJIy4eHHas METOAOM IIyHKUHMOHHOW Ouoncuu. Kmerorcs
HOPTAJIbHBIE TPAKTHI C YMEPEHHO JTUM(OTUCTHOLMTAPHON BOCHAIUTENbHON MHPUIbTpaLuel B
npezenax TpakTa, ¢ (OpMHUPOBAHHUEM IMPOAYKTUBHBIX TPaHyJIEeM B JBYX MOPTAIBHBIX TPaKTaX,
MMEETCs O/IMH MOPTAIbHBIA TPAKT ¢ BOCHAIUTENbHOW HHDUIbTpaLMEH, paclipOCTpaHsIOIIEHCs Ha
KEITYHBIA IPOTOK. Takke UMEIOTCS MOPTAIbHBIE TPAKThI C OTCYTCTBUEM JKETUHBIX TPOTOKOB. Het
CTYNIEHYAThIX U MOCTOBUIHBIX HEKPO30B .CKJIEpO3 NOPTAIBbHBIX TPAaKTOB — HEBBIPAKEHHBIM,
UMEIOTCS €/IMHUYHbIE HETOJIHbIE IOpTajbHble ceNnThl. l['emaroruTsl — 0€3 BBIPa)KEHHBIX
NaTOJIOTUYECKU HM3MEeHeHUH. 3akiodeHue: Mopdosioruyeckas KapTHHA, C YYETOM JaHHBIX
KIMHUKHA (AMA +), COOTBETCTBYET IEPBUIHOMY OMITMapHOMY XOJaHTUTY. ®ubpo3 F-2.

AMOynaTopHo ciaaH aHanu3 Ha ANA C [enpl0 HCKIIOYEHUS TepeKkpecTa ¢ ayTOMMMYHHBIM
renatutoM. Pesynbrar ANA 1o0oKuTeIbHBIN.

Ha ocHoBanum oOcnenoBaHuii, renaroOMONCUN, MUHUMAJIBHOTO ILIUTOJIN3A, MOJIOKUTEIHHOIO
ANA, BrictaBnen nuarno3 [1bX, nepekpect ¢ AUI'. JlanHbIX 3a 11Mppo3 He nosryueHo. [Tokazanuii
k Ha3HaueHuto CI'’KC 1 uMMyHOCYNIpeccopoB HET, IMHAMUYECKO€E Ha0JIt0/IeHUE.

IIpu BeIMMCKE TaHBI PEKOMEH AL
Juera ¢ pexxumMoMm nurtanus 5-6 pas B 1€Hb, UCKIIFOUEHUE JKUPHOTO, )KAPEHOT'0, OCTPOro +

npenapatsl Y JIXK: Kanc Ycpocan/Ypcodansk 250Mr 1o 3 Karc exxeTHeBHO BEUEPOM, Mepe;]
CHOM (KaIlCyJibl HE Pa3KEeBBIBAIOT), 3allMBas HEOOIBIIIMM KOJHUYECTBOM BOJIBI ITTUTEIHHO.
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