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B 0630pe paccmampusaiomes akmyanbhvle acnekmul UCCAe008anUs AYMOAHMUMeEN NPU aymOUMMYHHbIX 3A001€6ANUAX NeYeHu
(AU3I1). Aymoummynnviii cenamum (AHUI) xapakmepusyemcsa oOHapyscenuem 6 cbleOPOMKAX NAYUEHMO8 AHMUHYKIEAPHbIX dH-
mumen (ANA), aumumen x enaokou myckynamype (ASMA), mukpocomam nevenu u novex (LKM-1), yumonnazmamuueckomy anmu-
eeny neuenu (LC-1), pacmeopumomy anmueeny newenu/nevyenouno-nankpeamuieckomy awmueeny (SLA/LP), amunuunvix nepumy-
KAeapHblX aHmuHeumpoguibnvix yumonaasmamuyeckux anmumen (pANCA), anmumen K acuanioenukonpomeuHo8omy peyenmopy
(ASGPR). Mapxepamu nepsuurozo 6unuaprnoeo xonaneuma (I1bX) senaromes anmumumoxonopuanvuvie anmumena (AMA-M?2),
anmueen-cneyughuyeckue ANA x sp100, gp210 u yenmpomepam, anmumena k anmueenam Kelh-like 12 u Hexokinase-1. ITpu nep-
suuHoM ckieposupyroujem xonaneume (I1CX) cpedu mHodcecmea yupKymupyrowux aymoanmumen Hauboiee 4acmo uoeHmugpuyu-
pyiom amunuunvie pANCA. [Ipedcmasnen coepemennsiil aneopumm ucciredosanus aymoanmumen npu AU3I. Cmanoapmmusimu
Juaenocmuyeckumu maprepamu AU3II ciyoscam ANA, ASMA, anmumena k LKM-1 u AMA-M?2. Komniexcubiu ananus npoguneil
CMAaHOapmHuIX U OONOTHUMETLHBIX CYOMUNO8 AYMOAHMUMen NO380a5en NOGbICUMb 4YECmeumenbHocms ouacnocmuxu AU3I1 u
YMEHbUUMb KOTUYECMBO «CEPOHEAMUBHBIXY BAPUAHIOE OAHHBIX nAmMonocudeckux cocmosuil. Haubonvuwee npoenocmuueckoe
suauerue npu AUI u IIBX umerom anmumena k F-akmuny, LC-1, SLA/LP, ASGPR, sp100, gp210, yenmpomepam, Kelh-like 12 u
Hexokinase-1, obnapysicenue KOmopwix accoyuupyemcst ¢ blCOKOU 60CNAIUMENbHOU AKMUBHOCIbIO, MANACENbIM PeYUOUBUPYIO-
WM medeHuem 3a001e6anUs, NPOPecCUuPOBaAHUeM SUCMONIOSUYECKO20 NOBPENCOCHUS NeYeHU, YUPPO3OM, NeUeHOUHOU HedoCHma-
MOYHOCMbIO U HeoOXo0umMocmolo mpancnianmayuu nedenu. Y oonvnvix IICX nanuyue amunuunvix pANCA u IgA-anmumen x
GP2 g cvigopomke Kposu AIAEMCs (Pakmopom pucka 0OUUPHO20 NOPAIICEHUS JHCENUEBbIBO0AWUX NYMEU U PA3GUMUSL XOIAHSUO-
Kkapyunomol. Ilepcnexmugol ummynoouaznocmuku ANU3II ceszanvl ¢ He0OX00UMOCMbIO CIMAHOAPMU3AYUU MEMOO08 UCCTE00BAHUSL
aymoanmumern, NOUCKOM U KIUHUYECKOU 8anuoayueli HOGblX pazHOBUOHOCMEN OAHHBIX OUOMAPKEPO8 HA OCHOBE COBPEMEHHbIX
1abOpAMOpPHLIX MEXHONO2UL.
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AUTOANTIBODIES IN AUTOIMMUNE LIVER DISEASES (REVIEW OF LITERATURE)
A.S. Loginov Moscow Clinical Research and Practical Center, Moscow Healthcare Department. Moscow, Russia

The review discusses topical aspects of the study of autoantibodies in autoimmune liver diseases (AILD). Autoimmune hepatitis
(AIH) is characterized by the detection in patient sera of antinuclear antibodies (ANA), antibodies to smooth muscle (ASMA),
liver and kidney microsomes (LKM-1), liver cytoplasmic antigen (LC-1), soluble liver antigen/hepatopancreatic antigen (SLA/
LP), atypical perinuclear antineutrophil cytoplasmic antibodies (pANCA), antibodies to asialoglycoprotein receptor (ASGPR).
Primary biliary cholangitis (PBC) markers are antimitochondrial antibodies (AMA-M2), antigen-specific ANA to sp100, gp210
and centromeres, antibodies to Kelh-like 12 and Hexokinase-1 antigens. In primary sclerosing cholangitis (PSC), among the
many circulating autoantibodies, atypical pANCAs are most frequently identified. A modern algorithm for the study of antibodies
in AILD is presented. The standard diagnostic markers of AILD are ANA, ASMA, antibodies to LKM-1 and AMA-M?2. Complex
analysis of the profiles of standard and additional subtypes of autoantibodies makes it possible to increase the sensitivity of the
diagnosis of AILD and reduce the number of "seronegative"” variants of these pathological conditions. Antibodies to F-actin,
LC-1, SLA/LP, ASGPR, spl100, gp210, centromeres, Kelh-like 12 and Hexokinase-1 have the greatest prognostic value in AIH
and PBC, the detection of which is associated with high inflammatory activity, severe relapsing course diseases, progression of
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histological liver damage, cirrhosis, liver failure, the need for liver transplantation. In PSC patients, the presence of atypical
PANCA and IgA antibodies to GP2 in the serum is a risk factor for extensive damage to the biliary tract and the development of
cholangiocarcinoma. Prospects for the immunodiagnosis of AILD are associated with the need to standardize the methods for
studying autoantibodies, the search and clinical validation of new varieties of these biomarkers based on modern laboratory

technologies.
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AyToaHTHTeNa, HAINPaBICHHBIE IMPOTHB COOCTBEH-
HBIX HEM3MEHEHHBIX aHTUTE€HOB TeNaTOLMTOB, XOJaH-
THOIINTOB W HEHUTPO(HIIOB, SBISIOTCS OCHOBHBIMHU
MMMYHOJIOTHYECKIMH MapKepamMH ayTOMMMYHHBIX 3a-
6onepanunii neuern (AM3II), BKiIroYast ayTOMMMYHHBIR
renatut (AWID), mepBUYHBIA OWIMApHBIA XOJAHTHT
(ITbX), mepBuuHbI ckaepo3upyronwii xomanrut (I1CX)
U TIepeKpecTHbie cuHIApoMbl [1-6]. TlomokuTenbHbIC
pE3yNbTaThl OINpENeNieHHs ayTOaHTUTEN B CBHIBOPOTKE
KPOBH BXOIAT B YHCJIO AMArHOCTHYECKHX KPHUTEPHEB
AW3II [7-14]; npuMeHSFOTCS 1711 OLIEHKH aKTUBHOCTH,
TSDKECTH T€YeHUS U dPQPEKTUBHOCTH Teparvu JaHHOU
rpynmsl 3aboneBanuii [2, 4, 5, 15, 16]; coyxar npean-
kropamu pazputus AW3Il Ha TOKIMHUYECKOW CTaJauH
[12, 17]. Cnektp, aHTHTeHHas CIIEU(PHUIHOCTh U METO-
JIBl WCCIIEIOBAHUS ayTOAHTHUTEN, aCCOIMMPOBAHHBIX C
AMW3II, npencrapnensl B Tabdn. 1 [1-6, 18-28].

Hdns AUD' xapaktepHo 0oOHapyXeHHE B CBHIBOPOTKAX
MAIMEeHTOB aHTHHYKJIeapHbIX aHTuTen (ANA), aHTHTEN
K magko myckynatype (ASMA), MUKpocoMaM TeYeHU
n nouek (LKM-1), nuToruiazmarnyeckoMy aHTHTeHY Tie-
yenu (LC-1), pacTBopuMOMy aHTHUTEHY MT€UEHH/TIEIeHOY-
HO-TTaHKpeatndeckomy aHTureny (SLA/LP), arunudHbIx
MepUHYKJICapHBIX AaHTHHEHTPOPHIIBHBIX IUTOILIa3Ma-
trdeckux anTtuten (pANCA), aHTUTEN K acCHalIOTIUKO-
nporenHoBomy penentopy (ASGPR) [2, 4, 5, 15, 16, 18,
21, 22]. Ceponornyeckumu mapkepamu [1bX spustorcs
AHTHUMHUTOXOHApHANbHEIE anTuTena (AMA-M2), anTtu-
ren-cnenuduyeckue ANA k spl100, gp210 u neHTpome-
pam, anturena k anturenam Kelh-like 12 n Hexokinase-1
[2, 15, 23-26]. IIpu IICX cpeau MHOXKECTBA LIUPKYIUPY-
FOIUX ayTOAHTHUTEN HauboJiee 4acTo UACHTH(PHUITUPYIOT
arunnunbie pANCA [2, 13, 15, 27, 28].

MeTo/b! BBISIBICHHUS ayTOAHTHUTEN B CHIBOPOTKAX Ia-
nueHToB ¢ AW3II ocHOBaHbI Ha MCIONB30BAHUU HEMPS-
Moii peaknn uMMmyHoguroopectenun (HPU®D), nmmy-
HopepmentHoro anammza (MDA), mmmynoomora (UB),

XEMUJTIOMUHECIIEHTHOTO M MYJIBTHIIIIEKCHOTO HMMYHHO-
ro anamuza (XJIMA u MUA). CoBpeMEHHBII alnroputm
uccienosanus ayroanturen npu AU3II coctouT us 1Byx
stanos [1, 3, 4, 8-11, 20]. Ha nepBoM 3Tare BbITOJIHSA-
IOTCS CKPUHUHTOBBIC MMMYHOIUArHOCTHYECKHE TECTHI
TIEPBOI JINHHH, BKITIOYAIOIINE OTIPE/IeIIEHIE B CBIBOPOTKE
kpoBu: 1) ANA, ASMA, AMA-M2, aatutren k LKM-1
u LC-1 metogom HPU® ¢ ncnonb30BaHUEM «TPOMHOTO
cyOcTparay (TKaHEBOTO KOMIUIEKCa KPHOCPE30B IedYeHH/
MOYKH/’KeITyIKa KPBICHI WJIM MBIIIHN) (IHarHOCTHYECKHe
tuTpbl >1:40 y B3pocieix, >1:20 y nereil); 2) ANA me-
tomoM HPU® ¢ mcrons3oBaHueM B KadecTBe cyOcTpara
HEp-2 knerox (3MUTenHasbHBIX KIETOK paka TOPTaHU
4yeyioBeka) (IuarHoctudeckue TUTpbl >1:160); 3) aHTH-
ten k SLA/LP meronamun MDA wim Ub. HPU® na HEp-2
KJIETKaX CUUTAETCS ITAIOHHBIM CKPHHUHTOBBIM METOJIOM
uccnenoBanus ANA, koTopslii o cpaBHeHuto ¢ HPU®D
Ha TKaHEBBIX cpe3ax, MO3BOJISIET He TOJIBKO CYIIIECTBEHHO
MOBBICUTH YyBCTBHUTEIIFHOCTh METOJa, HO U Juddepen-
LIUPOBATh Pa3IMYHbIC TUIHI SACPHOTO M LUTOIIA3MATU-
YEeCKOTO CBEYEHUS (B TOM YHMCIIE TTAaTTEPHBI, XapaKTepHbIe
quts antaren k spl100, gp210, nearpomepam u AMA-M?2).
CxpunuHroBoe onpesencarue ANA ¢ TOMOIIbIO TBEPIO-
¢a3ubIx MeTonoB mMMyHHOrO aHanmm3a (MDA, UB) ne
pPEeKOMEHyeTCs, TaK KaK JaHHbIE TeXHOJIOTUH BBISBIAIOT
aHTUTENa K OrpaHMYEeHHOMY KommuecTBy (8—10) oum-
[IEHHBIX/PEKOMOMHAHTHBIX aHTUTEHOB WJIM CMECH aHTH-
TeHOB (AJepHOMY TOMOT€HaTy) ¢ W3MEHEHHBIMH, JINOO
YTPa4eHHBIMH SIMUTONAMH, YTO MPHUBOAUT K CHIDKCHHUIO
JIMarHOCTHYECKOH YYBCTBUTEIBHOCTH W YBEJINYCHHUIO
qucila JOXKHOOTPHULATENIBHBIX pe3ynsTaroB [19-21]. Ha
BTOPOM 3Tame OCYUIECTBISIOTCS MOATBEPKIAIOIINE U J0-
TIOJTHUTENIbHBIE IMMYHOIHAarHOCTUYECKHE TECThI BTOPOH
JUHAW JUIS BBIABICHUS CIEIU(PUUECKUX TT€YEHOYHBIX
ayTOAHTHTEN B CHIBOPOTKE KpoBH: 1) AMA-M2, aHTH-
ten k F-aktuny, LKM-1, LKM-3, LC-1, sp100, gp210,
LIEHTpoMepaM NoATBepkIaomuMu Metogamu MDA, 1B,
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TabOmuma 1
OO01ast xapakTepucTiuka ayroantures npu AU3II [1-6,18-28]
Taprernbie MeTonnb! onpeneaeHust
AyToaHTHTe1a AHTUICHBI CipumHroBbIe IMoarsep:xkaa- 3aboseBanns
oime
XpomaruH, IHK, ructonsl, puboHy- AUT-1, IIBX, IICX,
KJICOTIPOTEHIbI, IUKINH A U JpyTHe HPU® Ha KpHOCTATHBIX VDA UB NEepPEKPECTHBIE

AHTHHYKJICApHbBIC aHTUTE-
na (ANA)

KOMITOHEHTHI siIpa
TIpu AUT cnenuduyueckuii saepHblit
AQHTHUTECH OTCYTCTBYET

IIpu I1BX: nearpomepsl, spl00,

cpe3ax MeueHn/moveK/
JKEITy/IKa KPbIC (MBILLIEH)
HPU® na

JUISL OIIpesierie-
HUS QaHTHTEN K
sp100, gp210,

CUHJIPOMBI, JIEKap-
CTBEHHBIN T'EIaTHUT,
BUPYCHBIH remna-
TUT B, BUpyCHBIHI

AHTUIIEHTPOMEPHBIE aHTH-
Tena

LlenTpoMepHBIE HYKIE€OMPOTENHBI
(CENPA, B, C)

HPU® na
HEp-2 xneTtkax

p210, HEp-2 xnetkax LEHTpOMEepam renarmT C, 60ME3HD
JAMUHHUH-B-penenTop Bunscona, HAXKBII
AUT-1, [IBX, TICX,
AHTHTENA K IMAaAKOH My- MIepeKpPECTHbIE
ckynatype (ASMA) MuKpODHITAMEHTEI HPU® na kpuocrarHbix CHHJIPOMBI, JIEKap-
AHTHTENA K P cpe3ax MeyeHn/movex/ CTBEHHBII TEeTIaTHT,
(F-akTuH), cpennue GuIaMeHTh! o Ub, NUOA o
F-aktuny, (BHMEHTHH, IeCMHH) XKEITy/IKa KPbIC (MBIIIEH) BUPYCHBIH rerna-
anb(da-aKTHHUHY, TPOIIOHU- o At TUT B, BUpyCHBIH
HY, TPOIIOMHO3HHY renarut C, 00J1€3Hb
Bunscona, HAXKBIT
HPU® na xprocTaTHbIX .
AHTHTEN K MUKDOCOMaM CYP 2D6 cpe3ax MeYeHu/TIovex/ N®A, b AUT-2, Bupycubiii
neyenu u noyek (LKM1) . > rematut C
JKEITy/IKa KPbIC (MBIIIIEH)
AHTHTENA K IUTOILIA3MATH- HPU® na kprOCTaTHBIX o
yeckoMy aHTureny nedenn |FTCD cpe3ax IeyeHH/moyex/ b ll}elg;ﬁ; BCprCHHH
(LC1) XKEITy/IKa KPBIC (MBIIIEH)
AmnTHTeNna K pacTBopuMoMy | CuHTasa (S), KoHBepTUpYIOLIast
aHTHUTEHY TICYCHU/ MO/ O-docdocepun-TPHK (Sep) ) :
xenyno4Hoit xxenessl (SLA/ | B cenenonucrenH-TPHK (Sec HoA, b AHT-1
Y.
LP) (SepSecS)
HewussectHerit anTHreH (TyOyauH
Oera?), TOKaIM30BAHHBIN B SICPHOM
ATuUnuYHbIe NepUHYKIeap- MemOpane Heiitpoduiios
HEIe AHTHHOHT % q)gm,mz bBenku ¢ nokanuzamueii B spe (rucTo-
aHTuTena ( AI\P}CA)/ HOBHI Genok HI, HerncroHoBsie HPU® na neitrpodunax ¢
b oenku xpomaruaa HMG-1 u HMG-2), o p DA, b AWUT-1, [ICX, B3K
MepHHYKJIeapHbIC aHTH- anynax (xarencus G, snacrasa (uxcarmeit popmaTHOM
SIICPHBIC HeﬁTpO(anbele JI'II;BO?II/IM ’ ?
antutena (pANNA) B-rmokyponunasa, rakrodeppuH,
BPI) u iuronnazme
(0-3HOMA3a, Karanasza) HeUTpoduIoB
AUT-1, AUT-2,
Anrntena k ASGPR ASGPR DA ; TbX, BupycHbIi re-
natut B, BUpyCHBII
renatut C
HPU® Ha kprocTaTHbIX
/TIoueK/Ke- IIBX, nepexpect-
AHTHTENa K MUTOXOHIPHSAM Cpesax TICUCHH < DA, Ub o
E2-TTAT" JyJiKa KpeIC (MbIIIei) RV Hbli cunapom ITBX/
(AMA-M2) HPU® na XJIMA, MUA AT
HEp-2 knerkax
AnTTena K sp100 Snepusriii 6enok spl100 (komnonent | HPU®D na 1B, UDA TEX
SIIPBILIEK) HEp-2 xnetkax
AmnTtnrena k gp210 Benok ssaepHBIX 110 210 HPU® na nb, DA T1BX
gp P P &P HEp-2 xnetkax >
DA, UB,
XJIMA, MUA [BX, cuaapom Ille-

JJIA onpeneiie-

rp€Ha, CUCTEMHas

Hexokinase-1

HUI aHTUTECII K CKJIepOLIepMI/ISI
CENP-B
AHTuTena x Hyxneonporenn
Kelh-like 12 Kelh-like 12 H®A, B, MUA - TbX
Antutena  Hexokinase-1 | VIHTOXORADHANLHEIA epMenT WU®A, B, MIA ; TBX

HEI/IM@‘I&HI/IG. HPU® — nenpsmas peakuust uMmyHodmoopectenunu, MDA — ummynodepmenTHbIH anaaus, b — uMMyHOOIIOT,
WA — xeMUJTIOMUHECLIEHTHBIH UMMYHHBII aHanu3, MVA — MynsTuruiekcHslil “MMYHHBIN aHanu3, CYP 2D6 — nutoxpommo-

HookcureHasa P4502D6, FTCD - dopMuMuHOTpaH
ASGPR — acnanormukorpoTenHOBBIH peuemog E
— HEAJIKOTOJIbHAS JKMPOBasi O0JIe3Hb NeueHu, B

466

chepaza mukioaeamunasa, BPI —
Sheha o

CJIOK, yBCJ'II/I‘II/IBaIOL[II/Iﬁ MMPOHUIIAEMOCTDH

'bEAMHUIIA TUPYBATIEIHIPOreHA3HOIO KOMILIEKCa, HAXBII

— BOCHAJIMTENIBLHEBIC 3a00/I€BaHUST KHIIICUHUKA.
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XJINA, MUA y nairiueHToB ¢ MOJIOKUTEILHBIMH Pe3YIlb-
TaraMd CKPUHUHTOBOTO uccienoBanus ANA, ASMA,
AMA-M2, antuten k LKM-1, LC-1; 2) arunmuuHbIX
pANCA meronom HPU® Ha HeliTpodmiax demoBeka,
(puKCHpPOBaHHBIX (POPMATBIACTHIOM (JOTIOTHUTEIBHBIN
tect); 3) antuten kK ASGPR meronmom MDA (nomonau-
TenbHBIN TecT); 4) anturen k Kelh-like 12 u Hexokinase-1
metogamu MDA, b u MUA (OTONMHUATENBHEIN TECT).
IIpu AUID' cnenmduyeckuil saepHBI aHTUTEH HE HM3Be-
CTEH, TIO3TOMY MOATBEPKAAIOLIEE ONPEACICHUE OTACIb-
HBIX aHTHreH-cnenupuaecknx ANA (anturen x JHK,
HyKJIeocoMaM, TUCTOHaM, Ro 52, puboHykieonporeniam
u 1p.) ¢ nomomibio MDA, Ub u npyrux mMeTonoB TBep-
noda3zHoro UMMYHHOTO aHallM3a HEe pEeKOMEHIyeTcs (3a
nckimodenneM AMA-M2, anturen x sp100, gp210 u nen-
TpoMmepaM — mapkepoB [1bX mipu ero coueranuu ¢ AUD).

Aymoanmumena npu AUT

ANI" — XpoHNYECKOE NMMYHOBOCTIAJIUTEIBHOE 3200-
JIeBaHME TIEYECHU HEU3BECTHOM ATHOJIOTUH, XapaKTepu-
3yroleecs: HapyIIeHHeM TOJIEPAaHTHOCTH K HOPMaJIbHBIM
[IEYCHOYHBIM aHTUTECHAM, MMPEUMYIIIECTBEHHBIM MTOpaXKe-
HUEM JIUL] )KEHCKOTO 110J1a, MOBBIIIICHUEM aKTUBHOCTH Chl-
BOPOTOYHBIX aMUHOTpaHc(epa3, THIepramMmmariooym-
HEMUEH, THIIEPIPONYKIMEH ayTOAHTUTEN, ACCOLUALUEH
¢ renernyeckumu Mapkepamu HLA-DR3 u HLA-DR4,
oOHapyXKeHHEeM TPU3HAKOB MEPUIIOPTAIHLHOTO TemaTuTa
IIPU TUCTOJIOTHYECKOM HCCIEJOBAaHMM OMOITAaTOB Iede-
Hu [7-10, 22]. B 3aBucuMOCTH OT IPOMUIIS BBISIBISEMBIX
aytoanturen paznuvarot Asa tuna AUL. AUD 1-ro tuna
(ANTI'-1) Berpeuaercs y 90% Gonpubix AUI™ 1 xapaxre-
pusyercs ooHapykeHrueM ANA n/ninr ASMA B CBIBOPOT-
ke kpoBH. [Ipu orcyrctBun ANA w/mmu ASMA nmmy-
HoJornyeckuMu mMapkepamu AWI-1 cimyxkar anturena k
SLA/LP u arunmunbsie pANCA. Yactora AUI" 2-ro Tumna
(AUT-2) cocraBmsier 10%. Janusiii cyotun AUL oTmu-
Y4aeTcsi IPUCYTCTBUEM B CHIBOPOTKAX MAIIUCHTOB aHTUTEI
npotuB LKM-1 w/mmu LC-1 u, xak npaBuiio, HabIo1aeT-
csy Jeren.

ANA, K KOTOpBIM OTHOCHUTCSI MHOXKECTBO OpraHoO-
HecTenu(pUUECKUX ayTOaHTUTEN, Pearupyroimx ¢ pas-
JMYHBIMHI aHTUT€HAMH KJIETOYHOTO SI7[pa M IUTOIUIa3MBI,
3aHUMAIOT IEHTpajbHOE MecTo B auarHoctuke AUI-1
u apyrux AU3IIL. Yacrora obHapyxenus ANA B CbIBO-
porkax 6ompHBIX AUI-1 (50-80%) 3HaUNTENHHO BHINIE,
yem y naruenToB ¢ [ICX (39%), HeanKoronpHOU >KUPO-
Boii Oonesnbio neueHn (HAXBIT) (23-66%), renarntom
C (27%), renaturom B (32%), 3mopoBeix muty (0-7,4%),
u cpaBHuMa ¢ TakoBoil mpu [1bX (30-84%) [3, 5, 9, 15,
21, 29-31]. IlonoxuTenbHbIE PE3yNbTaThl CKPUHUHTOBO-
ro onpeneneHuss ANA B ChIBOPOTKE KPOBU C ITOMOLIbIO
HPHW® Ha xpuOCTaTHBIX cpe3ax MEeYeHH/TOUeK/KeTyIKa
KpbIC (MblIIel) B TUTpax >1:40 ciyxaT TpaauLUOHHBIM
JuarHoctuueckuM kpurepueM AUI [7-10, 22]. Bmecre
C TEM, COIIACHO COBPEMEHHBIM PEKOMEHIAIMSIM, IS
nuarHoctuku AUT-1 u npyrux AU3IT npeanoututennb-
HEEe MCIIOJIb30BaTh CKPUHMHIOBOE TecTupoBaHue ANA
metonoM HPU® na HEp-2 knerkax (HPU®D-HEp-2) B
tuTpax >1:160 ¢ ykazaHueMm THUIIOB SACPHOTO, IIUTOIIIA3-
MaTU4eckoro 1 Mutoruueckoro ceeuenus HEp-2 kierok
(aatuknerounsix “anti-cell” - “AC” - marTepHOB) B co-
OTBETCTBUU C HOBOIl HOMEHKIATYypO#, pa3paboTaHHOM

NMMYHOJIOTWA

MexayHapoaHBIM KOHCEHCycoM Mo marrepHaM ANA
(“International consensus on ANA patterns” - ICAP) [5-
6, 19-21, 32]. Ilpu AUI-1 HanGosnee vyacTo uneHTUU-
nupyrort snepHoe romorennoe (AC-1), kpamuatoe (AC-4,
AC-5) n myxieonsipaoe (AC-8, AC-9, AC-10) cBeucrue,
pexe — nuToruiazmarudeckue pudbpmsipasie (AC-15,
AC-16) u kpamuatsie (AC-19, AC-20) marrepHbl (Ir00-
pecuenmmu ANA [5-6, 19-21]. J. Galaski u coasrt. [19],
uccienoBanie coiBOpoTKH 113 Gompubix AUT-1 1 202
JUIL KOHTpoJibHOW Tpynmbl (82 manuentoB ¢ HAXBII,
99 marentoB ¢ [ICX u 21 3]1), moka3anu BO3MOKHOCTb
ucnonpzoBanuss HPU®-HEp-2 (nuarHoctudeckas 4yB-
crButenabHOCTh — JIH — 75,4%; nuarHoctuyeckas CIierl-
npuanocts — JIC — 73,6%) B kadecTBe albTePHATHBEI
CKPMHUHTOBOMY ompenesneHnio ANA ¢ moMoImsio py-
tuHHOTO Metona HPU® nHa kpuocTtarHbIX cpe3ax Te-
YeHH, MOYeK M Kemynka npumara/kpbicel (AU — 83,6%;
JAC — 69,4%). [lo maHHBIM TEX K€ aBTOPOB, MOKA3ATEIIN
JIUAarHOCTHUYECKOM 1IEHHOCTH CKPUHUHIOBOIO OTpeee-
Hust ANA metonom MDA BappupoBasid B 3aBUCUMOCTH
OT CIIEKTpa SIACPHBIX/IIUTOIIA3MATUIECKUX AHTUTEHOB U
YpOBHEH BEpXHHUX TPEIENIOB peepeHCHBIX HHTEPBAIOB
(BITPN). B cmyuae nmpuMeHeHHsS KOMMepUYeCKHX Habo-
poB pearenTos st MDA ¢ ncronb30BaHneM 8 aHTUTEHOB
u simepHoro skcrpakta HEp-2 kmerox (BITPU>1,0 EJI/
mi), 3HadeHus {4 ANA y 6ompabix AUL (22,1%) Obutn
noctoBepHo Huxe, a JIC (95,0%) — Boime, yem npu oOHa-
pyxennn ANA meronom HPU®-HEp-2 (65,5% u 88,6%,
cootBeTcTBeHHO, p<0,05). B nmpyroii pabore CKpWHHH-
roBoe BeisgBiIeHHe ANA merogqom M®PA B chIBOpOTKax
oompaBIX AUT-1 (n=51), HAXBII (»=30) u 311 (n=30)
TaKXe OTIMJannch oonee HU3Kkoi /14 v moswimennoi J1C
o cpaBHenuto ¢ HPU®-HEp-2 (33,3% u 78,4%; 86,7%
u 66,7%, cootBeTCcTBEHHO, p<0,05) [21]. Pe3ynbrarsl Me-
TaaHanu3a 18 mccaemoBaHuii, BKIOYaBIINX 968 mamueH-
TOB, CBUACTEIHCTBYIOT 00 YMEPECHHOM TUATHOCTHYECKOM
3HAYEHUU CKPUHUHTOBOro ompezaencHuss ANA MeTonom
HPU® npu AUT-1: TH — 65,0% (95% noBeputensHbIi
unTepBai — AU — ot 61,9% mo 68,0)%; AC —75,1% (95%
U ot 73,7% no 76,4)%; OTHOIICHHE MPABIONION00NS
(OIl) momoxkurenbHBIX pesyasraroB Tecra (OIIP) —
3,030 (95% AU ot 2,349 no 3,910); OII oTpunareasHbIX
pesynbsratoB Tecra (OIIOP) — 0,464 (95% AU ot 0,356
1o 0,604) [33]. Y 6onpmuHCTBa marueHToB ¢ AUT-1 Ti-
Tpsl ANA B CBIBOPOTKE KPOBU CHIDKAIOTCS HAa (DOHE MM-
MYHOCYNPECCUBHON Teparnuu, OAHAKO HE UMEIOT ITPOrHO-
CTHYECKOTO 3HAYECHUS ISl OIIEHKN XapakTepa TEUeHUs U
ucxonoB 3aboneBanus [15]. AnTHreHocmneuupudeckue
ANA He npumensitotcs st nuarHoctuku AUT-1 u, B
OCHOBHOM, PacCMaTpUBAIOTCA B Ka4e€CTBE MPOTHOCTHYE-
CKHUX MapKepoB AaHHOU maTtonorud. OTMEUYeHo, YTO MO-
BBIIIICHHBIC YPOBHU AHTUTEJN K XPOMATUHY, BBISBIsIEMbIC
y 39% 6ompHBIX AUT-1, accorumpyroTcs ¢ BeIpaKeHHOH
BOCIAIUTENHHON aKTUBHOCTBIO, PEIUINBAMU U TSDKE-
JBIM TEUeHHEM 3a00JieBaHUs, a TaKXe MOJOKHUTEIHHO
KOPpEeJIMPYIOT ¢ KOHIEHTpAaIMed raMMma-rio0ylInHOB U
IgG B ceiBOpOTKE KpOBH [2]. AHTHTENA K ABYCHHPATHHOMN
(nc) JHK Berpewatorest y 23-34% ANA-1O3UTHBHBIX
OompupIx AWI-1, xak mpaBuio, mpu Hed(pdeKkTUBHOH
TIIOKOKOPTUKOMIHOM Teparnuu [2].

ASMA, OCHOBHBIM TapreTHbIM aHTUTEHOM KOTOPBIX
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ciyxut F-akTHH, Hanbollee 4acTo BBISIBISIOTCS y OOJb-
HeIx AUT-1 (50-85%), 3HaunTensHO pexke — npu 16X
(6%), IICX (16%), HAXBII (0%), renatute C (7%) u
renatute B (0%) [3, 5,9, 15, 29]. Hactora coBMECTHOTO
obHapyxenuss ASMA 1 ANA B CBIBOPOTKaX MAIIMEHTOB C
AMUT-1 cocraBuser 40-50% [3, 5, 29].

Brissnenune ASMA metogom HPU® Ha kprocTaTHbIX
cpe3ax MeYeHN/oYeK/ Keyika KPbIC (MBIIIeil) B THTpax
>1:40 ciy>XUT OJHMM M3 IUArHOCTHUECKUX KPHUTEpUEB
AUT [7-10, 22]. Ha cpe3ax MOYKH pa3iuyaroT TPU TH-
na ceeueHust ASMA: BackymsipHbIi (V), TIOMepy sIpHBIT
(G) u TyOynapusrii (T), mpuuem codeTaHus] MaTTEPHOB
VG (A4 - 72,1%; AC — 70,8%) u VGT (A4 — 52,5%;
JC —93,1%) 6onee cnermdrunst mist AUT-1 mo cpaBHe-
HUIO ¢ U30JMPOBAaHHBIM V-TunoMm ¢uroopecuennnn (A4
—78,7%; 1C —45,8%) [1, 3, 4-5, 19-20, 22]. OtmeueHo,
yro narrepd  ASMA-VGT B 80% ciyuaeB accouuu-
pyeTcs ¢ BeIABIeHUeM aHTuten k F-aktuny [1, 3]. Ilpu
ucnonb3oBaHu HPU®-HEp-2 oTaenbHble KOMITOHEHTHI
ASMA (anturena k F-akTuHy, BUMEHTHHY, aib(a-aKTH-
HUHY) BU3YaJIU3UPYIOTCS B BHJE IIUTOILIA3MATHUECKHUX
(UOPMILTAPHBIX THITOB cBeueHus (nmHerHoro — AC-15,
¢umnamento3noro — AC-16 u cermenrapuoro AC-17) [19,
20, 32]. Y 6onpubix ANUI'-1 1Y oOHapyXeHUs aHTUTET
K F-aktuny (marrepra AC-15) meronom HPU®-HEp-2 B
tutrpax=>1:160 cocrasnser 54,1%, J1C — 98,6% [19]. Tlo
aHHBIM MeTaaHanu3a 22 uccinenoBanuii y 1193 nmamuen-
TOB, onpezaenenne ASMA ¢ nomornrsto HPU® npu AUT -
1 memoHctpupyet ymepennyo 1Y (59,3%; 95% AU ot
56,4% mo 62,1%), Beicokyio HC (92,6%; 95% AU ot
91,7% no 93,4%) u XOpoIIyr0 AUATHOCTUYECKYIO dPPeK-
tuBHOCTH (OIIITP- 11,740; 95% AU ot 7,379 no 18,678;
OIIOP — 0,449; 95% U ot 0,367 no 0,549) [33]. O6-
HapyxeHue antuten Kk F-aktuny metoqom MDA xapak-
Tepusyercss OOJbIIeH IMarHOCTHYECKOH 3(PQEeKTHBHO-
CThIO (IUIOIIAnk Mox xapakrepuctudeckoir ROC-kpuBoit
— IIIK - 0,880) no cpaBHeHmio ¢ aereknueii ASMA B
HPU® na traneBsix cpezax (IIIIK — 0,770) [19]. ASMA,
onpenensiemple MetogoMm HPU®, He uMeror cyiecTBeH-
HOTO 3HAuYeHWs AJs OLEHKH mporHoza AUI-1, xora B
pszne cilydaeB OTMEYAeTCs] CHM)KEHHE CHIBOPOTOYHBIX
YPOBHEH JaHHBIX ayTOAHTUTEN Y OOIBHBIX, MOTYYAIOIIIX
MMMYHOCYNpeccuBHyl0 Tepanuio [15]. B To xe Bpems,
codeTaHHOE BBISIBIICHHE aHTHTEN K F-akTrHy 1 anbga-ak-
TUHUHY Ha OCHOBE TBEPAO(a3HBIX METOAOB UMMYHHOTO
anaym3 (MDA, UB) acconmmpyetcs ¢ 6ojee paHHUM Ha-
yajgoM AWI-1, nioxum OTBETOM Ha JI€UEHUE TIIFOKOKOP-
TUKOUJAMH, Pa3BUTHEM IICUCHOYHON HEAOCTATOUHOCTH U
HEOOXOAMMOCTBIO TPAHCIUTAHTAIINY TTeUeHH [2].

Antntrena x LKM-1, sBasrommecs OCHOBHBIM HM-
MYHOJIOTHUeCKUM MapkepoM  AUI-2, pearupyror ¢
MUKPOCOMAJIbHBIM aHTUT€HOM IEUEHHU U IMOYECK LUTOX-
pomom P4502D6 (CYP2D6), KOTOpBIiA UMEET CXOTHYIO
CTPYKTYPY C DMHUTONAMHU BUpyca remnaruta C, uToMera-
JoBUpYyca U BUpyca mpoctoro repreca 1 [5]. [lpu AU
gactota oOHapyxkeHns antuten kK LKM-1 y B3pocmbix
MaIMeHTOB cocTaBisieT 3%, y aereil — ot 13 1o 38%; mpu
rerarute C — ot 0 mo 13% [5, 9, 29]. Cpean GONbHBIX
AWTI'-2 anturena k LKM-1 Berpeuatorcst B 75% cinyuaes
(4, 5]. IlonoxkuTenbHbIE Pe3yNbTaThl ONPEEIICHHS AHTH-
ten kK LKM-1 metogqom HPU® Ha kpuocTaTHBIX cpes3ax
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TIEUCHU/TIOYCK/KeIyIKa KpbIC (MbIiIeii) B TuTpax >1:40
ciayxar auarHoctuyeckum kputepuem AUIL [7-10, 22].
IIpu AWNI'-2 BeigBnenne antuten kK LKM-1 B ceiBopoTke
KpoBH oTianuaetcst ymepennoit 14 (57%) u Beicokoit JIC
(100%) [20]. VY B3pocasix mammentoB ¢ AUL uccnemo-
Banue anturen kK LKM-1 umeet ouens Huskyto A4 (1%)
u Beicokyto JIC (99%) [29]. Turpel antuten k LKM-1
B CBIBOPOTKAX B3POCIBIX MAIUCHTOB U JCTEH OTPaXKaIOT
TSDKECTh 3a00JICBAaHMSI U OTBET HA IIPOBOJUMOC JICUCHUE
[9]. Kpome Toro, y neTeii MOBBIIICHUE YPOBHS aHTUTEIN
Kk LKM-1 B KpOBHU MOJIOXKUTEIBHO KOPPEJIUPYET C aK-
TuBHOCTRI0 AUI'-2 u mpenmecTByeT pennanBy 3adoe-
BaHUS TOCJE TPAaHCIUIAHTAIMK MedeHu [S]. AHTuTena k
LKM-2, B3aumoseiictpytonie ¢ nuroxpomom P4502C9
(CYP2C9), Obmn 0OHapyKEHBI B CHIBOPOTKAX OOIBHBIX
JICKapCTBEHHBIM IeNaTUTOM, HHAYLUPOBAHHBIM YPUKO3Y-
PUYECKUM U THIIOTCH3UBHBIM IMPETapaToM THKpHHA(EH
(THEeTTMHOBAs KUCIIOTA), CHATOTO C IMPOU3BOACTBA B 1982
roay [2, 3, 5, 22]. B Hacrosiiee BpeMs HcclieOBaHHE
anturesl K LKM-2 He nMeeT KIMHMYECKOTO 3HAYCHUS,
OJTHAKO MOKET OBITh MOJE3HBIM JJISI U3yUEHUS ayTOUM-
MYHHBIX MEXaHH3MOB TOpaKEHUs MeyeHu [2]. AHTHTeNna
Kk LKM-3, 11l KOTOpBIX TapreTHbIMU AHTUI'€HAMU CIIy-
xKar (hepMeHTHbI ceMeNcTBa ypuauH audocdar TIoKypo-
Ho3wATpaHc(depas, BBISBISIOTCS B ChIBOpOTKax 8-19%
narerToB ¢ AUL-2, y 13% OonpHBIX renatutoM D, 3Ha-
yuTenbHO peske npu renarute C [2, 5, 9]. [lonarator, uto
onpenenenue antuten k LKM-3 MOKHO MCIIONB30BaTh B
KaueCTBE JIOTIOJHUTEIBHOTO MapKepa Uil THarHOCTUKH
AMNI'-2, ceponeraruBHoro no anturenam k LKM-1 u LC-
1 [2, 9]. Arturena k nuutoxpomam P4502A6 (CYP2A6)
u P4501A2 (CYP1A2) upentudunupyrorcs npu AUL-2,
CBSI3aHHOM C PEIKUM ayTOCOMHO-PEIECCUBHEBIM 3a0oie-
BanueM APECED (cunapomMoM ayTOMMMYHHOH IOJIH-
9H/IOKPHUHOIIATHH-KaHAN103a-3KTOePMaIbHON  TUCTPO-
¢un) [5, 9, 22]. Aarurena k P4501A2 (CYP1A2) moryT
TaK)Ke BCTPEUAThCsl P renaTtuTe, HAYLHHUPOBAHHOM JIH-
rujpanazuiom [9, 22].

Crnenyer momdepkHyTh, 4To cpeau OompHBIX AW
nzonupoBanHbie ANA, ASMA, antutena k LKM1 Bcrpe-
qaroTcs y 49% manueHToB, a COYCTaHUS NBYyX W Oolee
aytoaHtuten — B 51% ciyuaes, mpuueM Hauboiee pac-
npoctpaneHa komOuHarus ANA n ASMA, gacrtora KoTo-
poii coorBeTcTBYyeT 43% [2, 9, 29].

Amntnrena k LC-1, HanpaBieHHbIE TPOTHB IIUTO30JIb-
HOro (hepMEeHTa renaToluToB GOpMUMHHOTpaHChEpas3bl
rukione3amuaassl (FTCD), ciykaT IOTONTHATETBHBIM
IuarHocTuueckuM mapkepom AUIL-2 2, 3,5, 9, 22]. An-
tutena k LC-1 BeraBnstorest y 24-32% 6onbHbIx AUT-2,
MPEUMYIIECTBEHHO CPEIH AETeH M JIMII MOJOJIOTO BO3-
pacra (<20 7er); yacToTa COBMECTHOTO OOHAapyX EHUS
antuten Kk LC-1 u LKM1 cocrasnser 75% [2, 3, 5, 9].
Wnentuduxanus n3onupoBanHeix aHTuTeN K LC-1 B CBI-
BOPOTKaX MOJOIBIX IMALMEHTOB, HE HH(HUIIMPOBAHHBIX
BUpycoM renatutra C, MOXET OKa3aThbCsl MOJIE3HOM s
nonreepxkaeHust nuarnoza AUI-2 B orcyrcrBue ANA,
ASMA u anturen k LKM1 [2, 3]. fIpkoe okpamnBanue
LUTOIUIa3Mbl T€NaTOLUUTOB, HHAYLUPYEMOE aHTUTEIaMHU
k LC-1 npu ux onpenenenuu ¢ nomouisto HPU® na kpu-
OCTaTHBIX Cpe3ax MEYCHH MBIIIECH/KPBIC, HEPEIKO MACKHU-
pyeTrcsi OTHOBPEMEHHBIM MPHUCYTCTBHEM B CBIBOPOTKAaX
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marueHToB aututen kK LKM1, B ¢Bsi3u ¢ ueM, JiJIS BBISB-
nenust antutes npotuB LC-1 pekoMeH10BaHO UCTIONb30-
BaTh MOATBEPKIAIOIINE METOABI TBEPA0(Ha3HOTO UMMYH-
Horo ananmu3a (Mb, uMMyHOIpEIUIHUTAIINIO, ABOHHYIO
nmmyHoaHu (D hy3Hr0, KOHTpUMMYHOAIIEKTpodopes) [2, 5].
Oobnapy>xenune antuten kK LC-1 nmeer HU3KyIO 4yBCTBU-
TenbHOCTh (35%) 1 BBICOKYIO crierpuaHOCTb (98%) st
nuarHoctuku AWUT-2 [20]. Beicokue ypoBHM aHTHUTEN K
LC-1 nmonoxuTensHO KOPPENUpyIoT ¢ KIMHUKO-Tabopa-
TOPHBIMU TOKA3aTEIsIMU BOCHAIMTEIBHON aKTUBHOCTHU
ANI'-2 u IpOTHO3UPYIOT TSHKENOE TeueHue 3a00IeBaHus
C pa3BUTHEM IIUPPO3a MeUeHH [2, 5].

Antutena k SLA/LP ortHocsares k IgGl cyOru-
Iy MMMYHOTJIOOYJTMHOB W PacliO3HAIOT WMMYHOIOMH-
HaHTHBIH B-xierounsrii smuron C-KOHIIEBOTO ydYacT-
ka Oenmka SepSecS — cuHTasbl (S), KOHBEPTHPYIOMICH
O-dpochocepmn-TPHK (Sep) B cenenonuctenana-TPHK
(Sec) [2, 3, 5]. Antutena k SLA/LP cmyxar Hanbomnee
BBICOKOCTICHIM(UYHBIM  JHATHOCTHYECKUM  MapKepoM
AWT-1. B ommane ot ANA, ASMA u antuten k LKMI,
koTopslie Berpedarorest y 10-15% manneHToB ¢ BUPYCHBI-
MU TenaTuTaMu, antutena k SLA/LP He mposBIsIoT nepe-
KPECTHOM PEaKTUBHOCTH C TOMOJIOTUYHBIMH ITEIITHIaMU
BHPYCHOTO MPOUCXOKACHUS U OOHAPYKUBAIOTCS UCKITIO-
yutenbHO pu AUT-1 [2]. TIpu ucnonb30BaHUHM METO/IOB
W®A u UB, yactora BelsiBiieHus antutel K SLA/LP B cbI-
BopoTkax 0ompHBIX AUT'-1 coctaBmser 7-30% [2, 3, 5, 9].
Amntrrena k SLA/LP unentndunmpyrot takxe y 14-20%
6ompHBIX AT, cepOHEraTUBHBIX TI0 BCEM KJIACCUICCKUM
ayTOaHTHUTEJaM, OMPEEIIIeMbIM IPU JAHHON aTOJIOTHH
[9]. CornacHo pe3ynbraTaM MeTaaHanuza 16 uccrienona-
Huil y 850 manuenTos, oOHapyxeHue anturen k SLA/LP
npu AUWI'-1 xapakrepusyercs auzkoit Y (19,4%; 95%
AU ot 16,8% no 22,2%), Beicokoit JIC (98,9%; 95% JIN
otT 98,5% 1o 99,3%) u XopoIei TUarHoCTHIECKON -
(exrtuBnoctero (OIIP- 11,089; 95% AU ot 7,601 mo
16,177; OIIOP - 0,839; 95% AN ot 0,777 no 0,905) [33].
[Ipucyrcrue anturen kK SLA/LP B cIBOpOTKax OOIBHBIX
ANI'-1 accommupyercss C TAKEIBIM THUCTOIOTHUECKUM
MOpPaKEHUEM TEUEHH, IUTEIbHBIM JICUCHUEM, PEIHU-
BaMH 3a00JIeBaHMS IOCIIE OTMEHBI Teparuy, HeoOXoau-
MOCTBIO TPAHCIUIAHTALIUU NICUYCHU U YBEITHMUECHUEM KOJH-
YECTBa CMEPTENIbHBIX HMCXOO0B BCJEACTBUE MEUEHOYHON
HEJI0CTaTOYHOCTH [2].

ANCA — rereporensas rpymmna ayTOaHTHTEIN, pearu-
pyroumx ¢ ¢pepMeHTaMH IHUTOILUIa3Mbl HeHTpoduios. B
3aBUCHMOCTH OT Tuna cBedeHnss B HPU® na duxcupo-
BaHHBIX ATAHOJIOM HEUTpOQHUIAX UYETOBEKa Pa3IHdaioT
JIBe€ OCHOBHBIX pa3zHOBUIHOCTH ANCA — nurormiasma-
tnaeckue (¢) ANCA wu mepunykieapusie (p) ANCA.
Oobnapyxenne cANCA nu pANCA B CBIBOPOTKax KpOBH
HanOoJjIee XapaKTepHO ISl CHCTEMHBIX HEKPOTH3HPYIO-
IIMX BAaCKYJIMTOB COCYJOB CPEIHETO M MEJKOTro Kannopa
(ANCA-acconMnpoBaHHBIX CHCTEMHBIX BacKYJIHUTOB)
[34]. cANCA narot muddy3HBIH UTOIIA3MATHYCCKUAN
TPaHyJSIPHBIA THUI CBEYCHHUS C OOJbINEH HHTEHCHUBHO-
CTBIO TI0 HANPABICHUIO K SIpPY HEUTPOPHIOB, 4eM K
nepudepun, B3auMOACHCTBYIOT ¢ ipoTenHazoi 3 (PR3)
U SIBJSIFOTCSI BBICOKOCTICTIM(PHYHBIM JHATHOCTHYCCKAM
MapkepoM rpanyinemaroza ¢ noiuanruutom (I'TIA).
PANCA xapakTepu3ylTcsi TOMOTEHHBIM CBEUCHHUEM

NMMYHOJIOTWA

UTOIIa3Mbl 1o Tmiepudepun sapa HelTpoduios, pe-
arupyroT ¢ MHEJIONEPOKCHIAa30H M CIy)KaT IOJIe3HBIM
JUAarHOCTHYECKUM MapKepoOM MHKPOCKOIHYECKOTO MO-
nuaHruuTa, cunapoma Yepmxa — Ctpoc, ObicTponpo-
TPECCHPYIONIETO TIIOMEPYIOHe(ppPUTa U HINONATHIECKO-
TO aIbBEOJIIPHOTO TeMopparmieckoro cuuapoma. llpum
AUWTI'-1, IICX u BocnaauTeabHBIX 3a00JI€BaHUSIX KUIIEY-
Huka (B3K) BBIABISAIOT MpenMyIIeCTBEHHO aTUIHYHBIC
pANCA, xoTopble HAECHTH(YUIUPYIOTCS C ITOMOIILIO
HPU® Ha (PUKCHPOBAHHBIX JTAaHOJIOM HEHTpodHIax B
BHJIE SIICPHOTO CBeueHUs win nuddy3Hol HEOTHOPOI-
HOU (DITIIOOPECICHIINH TTePUHYKIICapHON IIMTOILIa3MBI U,
B ominune oT kiaccuyeckux pANCA, He MEHSIOT CBO-
ero rnarTepHa MpH (UKCAIUH KIETOK (OpPMaIHHOM [5,
22]. TapreTHpIMu aHTUTe€HaMHU st aTUUYHBIX pANCA
CIIy’KaT pa3IUYHbIC SICPHbIE M LUTOIMIA3MaTUYECKUE
Oenmku HeHTpo(MiIoB (THCTOHOBEIM Oenmok H1, Herncro-
HoBble Oenku xpomarnaa HMG-1 u HMG-2karencun G,
aracTasa, JIM30UWM, [(-IIIOKYypOHHUAa3a, JaKTo(QeppHH,
BPI, a-sHOMNa3a, karanasza). B kauecTBe MOATBEpIKIAIO-
IIUX TECTOB IS OTPENeNIeHNs TaHHBIX Pa3HOBUAHOCTEH
atuniHbIX pANCA ucnonb3yrotcs metosl MDA u Ub.
Cpemu arummaabix pANCA Haumbonee crenuuIHbBIM
mapkepom AUI-1, IICX u B3K sBnstorcs arunuyuHbe
nepudepuveckre aHTHUsIepHbIe HEUTPOIIbHBIE aHTH-
tena (pANNA), pearupyromue ¢ OSIKOM-HYKJICOTIOPH-
HOM [B-TyOynuH 5, KOTOpBIN JIOKaaM3yeTcs B sAepHOM
MeMOpane HeruTpoduioB [5, 22]. pANNA Moryt ObITh
0OHapyXeHBI B CHIBOPOTKAX KPOBU TOJIEKO C ITOMOIIBIO
HPU® na HeliTpodunax denoBeka, (PUKCHPOBAHHBIX
¢dopmanbaerunoM. Atunuyaable pANCA BcTpedarorcs B
CBIBOpOTKaX KpoBH y 20-96% Gompubix AUT-1, 26-94%
oonpHbIX TICX, 33-83% OOJIBHBIX S3BEHHBIM KOJIHUTOM
(4K), 0-27% nanuenrtos ¢ 6oxe3npro Kpona (BK) [5, 9,
13, 27-28]. Arunuunsie pANCA ciyar JONOJHUTEINb-
HBIM JMarHOCTHYeCKUM Mapkepom AUI-1 mpu orcyt-
ctBuM Jipyrux ayroantuten (ANA, ASMA, anturen K
LKM-1, LC-1 u SLA/LP) [5, 9].

Amnturena k ASGPR nHanpaBneHs! mpoTHB TpaHCMEM-
OpanHoro mmkonporenHa Il Tuma, skcmpeccupyrore-
rocsi Ha TMOBEPXHOCTH TEMaTONUTOB M M3BECTHOTO KaK
neyeHounslil 1ekTuH. ASGPR — eqUHCTBEHHBIN UIEHTH-
(UIMPOBaHHBIN CIIEU(PHYECKUI ayTOAHTHTCH MEMOpaH
TeIaTonrTOB, KOTOPHIH SBIISETCS OCHOBHOIM MHIIEHBIO B
onocpenoBaHHoM T- 1 B- kieTkaMu ayTOUMMYHHOM I10-
BpexaeHUM Tiedenu [2, 15, 22, 35]. Aututena k ASGPR
CITy’KaT JAOMOJHUTEIHHBIM JTHATHOCTHYECKUM MapKepOM
AUI" oOoux tumos. Yactora oOHApyXKEHHUS aHTUTEN K
ASGPR B ceiBopotkax OombHbIx AUI-1 u AUT-2 (67-
88%) BrImIe, yem y maruentoB ¢ 116X (14-22%), xpo-
HUYECKUM rernatutoM B (7%), XpOHWYeCKUM renaTuToM
C (14%), octpeiM renarutoM B (35%) u ankoronsHbIM
nopakearneM niedenn (8%) [2]. Ilpu AUI" Y BwIsiBIE-
uus antuten ASGPR ¢ momormipio koMMepueckux Habo-
poB pearentoB st MDA coctasnser 78%, JAC — 99%
[2, 35]. Beisinenue anturen k ASGPR accouunpyercs ¢
TsokenbIM TedeHneM AU, BbICOKOI 1ab0paTopHOi U TH-
CTOJIOTUYECKOH aKTHBHOCTBHIO 3a00JIeBaHMUs, Pa3BUTHEM
PEUIMBOB MOCIIE MPEeKpaIleHHs UMMYHOCYITPECCUBHON
Tepanuu [2].

AU ¢ oTcyTCTBHEM B CHIBOPOTKE KPOBU CTaHIapT-
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IMMUNOLOGY

Hbix aytoaHTuTenl (ANA, ASMA u antuten k LKM-1),
TaK Ha3bIBaeMblil cepoHeratuBHbIi Bapuant AUIL, Berpe-
9aeTcs ¢ 4acToToil <7% MpH OCTPOM, TSKEIOM TEUEHUHU
3aboneBanust u 1-35% y malMeHTOB ¢ XPOHWYECKHMH
nposieineusmMu AUT [9, 36]. Tlonydyenue cepoHerarus-
HBIX PE3yJbTaToOB JIa0OPATOPHOTO MCCIIEAOBAHUSA 00y-
CJIOBJICHO TUHAMHKOH MAaTOJIOTUYECKOTo MpoLecca, B TOM
YHCIIe, CBA3BIBAHUEM ayTOAHTHTEIN C COOTBETCTBYIOIINMHU
aHTUTE€HaMHM U TOCJIEIYIOUIMM UX BBIBEJCHUEM U3 KPOBHU
B COCTaBE HIMMYHHBIX KOMILJIEKCOB, a TAK)Xe MOJIaBICHU-
€M MPOAYKINH ay TOAHTHUTEI BCIIEACTBHE HIMMYHOCYTIpec-
CUBHOM Tepalnuy WIM FeHETUYECKOM IPeApacHoaokKeH-
HOCTH. PexomeHnyeTcs nmpoBeleHUE MOBTOPHBIX UMMY-
HOAMAarHOCTHYECKUX TECTOB C IIeTbI0 OOHApYXEHUS He
TONBKO CTAHIAPTHBIX, HO M JJOTIOIHUTEIBHBIX (AHTUTEI K
LC-1, SLA/LP, arunmmunabix pANCA, antuten k ASGPR)
ayToaHTuTeN, xapakrepubix st AUL [9, 36]. C apyroit
CTOpPOHBI, cepoHeratuBHbIi AU MoxeT accoruupoBarhb-
¢l C HAIM4YKMEM y OONBHBIX /IO CHX TMOP HEU3BECTHBHIX,
TPYIHO HICHTU(HUIMPYEMBIX ayTOaHTuTeN [36].

Aymoanmumena npu IIbX

[IbX — XpoHHWYECKOE ayTOMMMYHHOE BOCIAJIUTENb-
HOE 3a00JIeBaHME IEUCHH, XapaKTepU3YIONIEecs] HMMY-
HOOTIOCPEZIOBaHHBIM MTOBPEXKICHUEM IHUTENNS KETIHBIX
MIPOTOKOB C Pa3BUTHUEM XOJIECTa3a U OUIMAPHOTO LIUPPO-
3a[11-12, 23].

AMA — rereporeHHas Tpynmna ayTOaHTHTEN, pearu-
PYIOIIUX € Pa3IUYHbIMU O€lKaMH, PacHoI0KEHHBIMU
Ha BHYTPEHHEW W Hapy>XHOH MeMOpaHax MHTOXOHIpPUH
(M1-M9), onnako ma I1BX xapaktepHsl cyoTunsl AMA,
HalpaBJICHHbBIC TPOTHB OenkoB M2, M4, M8 u M9 [20].
IIpn IIBX AMA BbIpaOareiBaloTCsi TPEHMYIIECTBEH-
HO K aHTHIeHY BHYTpeHHEHl MeMOpaHbl MHUTOXOHIpHUil
M2, mnpencraBnsoomeMy coboi E2-cyObenuHuUIly mH-
pyBaraerunporeHazHoro  komrviekca (PDH-E2/M2),
BXOJMILEr0 B COCTaB JAETHJIPOTEHA3HBIX KOMILIEKCOB
2-okcukucnotel  (2-OADC). Ilpoume pa3sHOBHIHOCTH
[IbX-accouuupoBanubix AMA pacro3HalT JApyrue
komrioHeHTHl 2-OADC, Bkimouass E2-cyObenuHUIy OK-
conmytaparaeruaporesasHoro komiiekca (OGDC-E2),
E2-cyOpenuauniry neruaporeHa3Horo KOMIUIEKca 2-0KCH-
KHCIIOTHI ¢ pa3BeTBiaeHHOi nensio (BCOADC-E2), Ela-
cyobenunniy U E3 - cBsaspiBatommii 6eiok PDH, HO BBI-
SBISIIOTCSL pexe, yeM AMA-M?2 [15, 23-24]. AMA-M2
— NaTOTHOMOHWYHBIHM, Hanbomnee crenupuyuHbIil Mapkep
[T1BX, Bcrpevaronuiics y 90-95% manueHToB ¢ JaHHBIM
3abonepanuem [12, 24]. YcranosiaeHo, yto AMA-M2
MOTYT BBISIBIISITECS B CHIBOPOTKax OomnbHbIX [16X 3a 5-10
JIET 70 KIMHUYICCKON MaHudecTanuu 3abosieBanus [12,
24, 37]. Yactora obHapyxeHust AMA-M2 B obmieif mo-
mynanun coctasisier 0,16 - 1%, nmpu BUpyCHOM remnarure
C-8%[12, 24]. Ckpununrooe uccienopanue AMA-M?2
B ChIBOpOTKE KpoBHU Bkio4aroT HPU® Ha cpesax mede-
HuU/Touek/xemyaka kpsic (Mprueit) 1 HPU®-HEp-2 (mat-
tepH AC-21), noarBepkaaroiiee TectupoBanue — MDA,
XJIMA, MUA u Ub B coctaBe mpoduisi Me4eHOIHbBIX
agtuten (“liver blot”) [2, 3, 11-12, 20, 32]. Onpexnene-
HUe Apyrux cyoturnoB AMA, B TOM 4HCIe, aHTUTEN K
OGDC-E2, BCOADC-E2, Ela u E3-cBs3biBatoiiemy
6enxy PDH, ocymectBusiercst ¢ momombto b B pamkax
PaCIIUPEHHOTO TPOQUIIA MEUCHOYHBIX aHTUTEN [3, 15,
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20, 23, 38]. [TonmoxuTenpHbIC pe3yIbTaThl aHann3a AMA/
AMA-M2 B CBIBOPOTKE KPOBU CITY>KUT AUATHOCTUYECKUM
kputepueM 116X [11, 12, 22]. Ilo nqaHHBIM MeTaaHaIU3a
24-x uccnenoBannii 'y 2992 6onpubix 16X, 18 467 mna-
[IUCHTOB C JPYyTUMH 3a00JICBAHUSMU IIEICHU U 3IOPOBBIX
nuu, oOHapyxenue AMA/AMA-M2 pa3nuyHbIMH METO-
namu (HPU®, UDA, Ub) npu [1bX cymmapHo xapakre-
pusyercst Beicokumu mokazarensivmu 4 (84,5%; 95% AU
ot 83,3% no 85,6%), AC (97,8%; 95% JAU ot 97,6% no
98,0%) u nuarnoctuueckoil addexruBHocTH (OIIITP—
25,201; 95% AU ot 17,583 mo 36,118; OIIOP — 0,162;
95% U ot 0,131 mo 0,199) [39]. B pa6ore F. Gaiani u
coaBT. [38] mokazano, uto cpeau 6oibHbEIX [IBX (n=164)
JU BersBnenns AMA/AMA-M2 nyrem HPU® Ha Tkane-
BBIX cpe3ax cocTaBmsuia 89,6%, HPUD-HEp-2 — 14,6%,
HN®A c ucnionwszoBanueM anturena MIT3 (conepsxartiero
umMmyHonoMuHaHTHbIe ydacTku PDH-E2, BCOAD-E2,
OGDC-E2) — 89,0%, Ub ¢ npuMmeHeHneM pekoMONHAHT-
HBIX M OuMIIcHHBIX aHTureHoB PDH-E2, OGDC-E2,
BCOADC-E2 u E3-PDH - 94,5%. IIpu sTOM, pe3ynsra-
ToI onpenenenuss AMA/AMA-M2 nocpenctsom HPUD
U TBepAoQa3HbIX METOA0B MMMyHHOro anammsza (MDA,
WUb) wmenu yMepeHHYIO CTENeHb COIIACOBAHHOCTH
(ko3 umment kanma Kosna 0,538 — 0,465). Ilo mue-
HUIO aBTOPOB, KOMOWHUpPOBaHHOE TecTHpoBaHHe AMA/
AMA-M2 ¢ nomomubto HPU® Ha TKaHEBBIX Cpe3ax B CO-
yetaunu ¢ TexnonorusimMu DPA u Ub mo3BonsieT moBbI-
CUTh YyBCTBUTEIBHOCTh MCCIICOBAHUS AJIS1 AUArHOCTHU-
ku 16X ¢ 89,6% mo 98,2% u 98,8%, cCOOTBETCTBCHHO.
Tutpst AMA-M2 B CBIBOPOTKE KPOBH HE KOPPEJIUPYIOT C
aKTUBHOCTHIO U TskecThio TeueHus [16X [2].
Anturenocnenuduueckue ANA k spl00, gp210 u
neHTpomepam uiaeHTuumpyoTy  30-50% GonbHBIX
IIBX, npu 3TOM YacToTa oOHapykeHus: anTuTed K spl100
cocrasisieT 27%, antuten k gp210 — or 16% no 25%,
aHTUTeN K neHTpomepam — 16% [2, 24]. Cpenu AMA-
HeraTuBHBIX OonbHBIX [1BX BcTpewaemocts ANA mo-
cturaet 20-35% [40]. Haubonee cnemmdpuuHbIMU IS
IIBX sBnstotcst anturena k spl00 u gp210. Anturena
K sp100 pearupyrot ¢ saaepHbiM anTureHom spl100 u npu
onpenenenuu meronoMm HPU®D-HEp-2 npossnstorcs B
Bune narrepa AC-6 (MHOXECTBEHHBIE TOYKU B SIpPE)
[2, 20, 32]. Anturena k sp100 MOTyT OBITH €AMHCTBEH-
HbIM UMMyHosorndeckum mapkepom IIBX y AMA-He-
ratuBHBIX mamueHToB [2]. CormacHo pe3yasraTaM Me-
taaHaym3a 11 wmccaemoBanuii, BkarodaBmeM 400 AMA-
HeraTUBHBIX O0nMbHBIX [1BX m 6217 muir KOHTPOIBHOM
rpymnmsl, o0HapyxeHue anturen Kk spl00 pasmuuHbIMH
metogamu (HPU®-HEp-2, UDA, 1b) otandaercst HU3-
xoit {4 (25,0%; 95% AU ot 13,0% o 43,0%), BeIcOKO#
AC (97,0%; 95% AN ot 93,0% mo 98,0%) u xopomeit
nmuarHoctrdeckoit agdexrusHocThIO (TTTIK — 0,840; 95%
JAU ot 0,800 o 0,870) [40]. UMeroTCsl JaHHBIE, YTO BbI-
sirerne anturen K spl00 B ceiBopoTkax OombHBIX [1BX
¢ noMorteio MDA u UB obmagaeTr HECKOIBKO OOJIBIIEH
JY u J1C no cpasuenuto c HPUD-HEp-2 [20]. [ToBbIiie-
Hue ypoBHei anturen k spl00 npu 16X nonxoxuTtensHo
KOPPETUPYET C BO3PACTOM IMALMEHTOB U CHIBOPOTOUHOI
KOHIIGHTpale ramMma-TIoOyJMHOB, a TaKKe acCOIH-
HAPYeTCsl C OBICTPBIM TUCTOJIOTHUYECKHM IPOTPECCHPO-
BaHHeM 3a00JIeBaHUS W Pa3BUTHEM PEIHIUBHPYIOIIHX
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OaKTepuaTbHBIX UH(PEKIIUH MOUEBBIBOASAIINX MyTeH [2].
AHnTtuTena k gp2l10 pacrno3HarOT HMHTErpajbHbIA MeM-
OpanHbIii Oestok gp210 KoMIUIeKca AAepHBIX 1O, BKIIIO-
YaIOIIETo TaKKe HyKJICOMOPUH P62, pelienTop JJaMUHUHA
B (LBR) u TpancionupoBaHHyI0 TPOMOTOPHYIO 001aCTh
(Tpr) [2, 20, 32]. B HPU®-HEp-2 antutena x gp210
UICHTU(QHULUPYIOTCS B BHUIEC SICPHOIO MEMOpPaHHOIO
TodeyHoro cBeueHus (marrepH AC-12); mns ompenerne-
HUS JJaHHBIX ayTOAHTHUTE] PEKOMEHAYeTCs IpPOBEICHUE
HOATBEPKAAIOIINX ~ AHTUTCHOCICIU(UUECKUX TECTOB
(b, UDA) [20, 32]. Obnapyxenne anturen K gp210 B
ceiBopoTkax AMA-HeratuBHbIX 0onbHBIX 11BX ¢ momo-
IO PA3TUYHBIX METOZ0B MMMYHHOTO aHanu3a (HPUD-
HEp-2, UDA, UB), kak u BeisiBIeHUe antuten K spl00,
xapaxrepusyercs Huzkoit A4 (23,0%; 95% U ot 13,0%
1o 37,0%), seicokoii JIC (99,0%; 95% AU ot 97,0% no
100,0%) 1 xoporei tuarHocTuaeckoi 3(h(heKTHBHOCTHIO
(IIIIK - 0,810; 95% JU ot 0,770 no 0,840) [40]. ITomo-
JKUTENbHbIE PE3yabTaThl ONpeeseH sl aHTuTen K gp210
0oJiee TECHO CBA3aHbI ¢ TSHKECThIO TeueHus 116X, uem an-
tutena k spl100. YBenudeHne cbIBOPOTOIHOM KOHIIEHTpa-
UM aHTUTEN K gp210 MporHo3upyeT pa3BUTHE TAKETIOTO
MHTEepQEHCHOrO TemaTuTa M JOOYISIPHOTO BOCHAJICHHS,
SIBIISIETCSA BRKHBIM (DAaKTOPOM pHCKa MPOTpecCHpOBaHUs
0oJie3HH 1O THIy Ie4eHOuHOH HemoctartouHocTH (OLI
—33,77; 95% AU ot 5,93 mo 636,74), accormupyeTcs ¢
TSDKENBIM XoJiecTa3oM [2]. AHTHTENa K LieHTpoMepam
HAaIpaBJIeHbl IPOTUB LEHTPOMEPHBIX HYKJIEONPOTEHHOB
(CENP) - A, B, C. B HPU®-HEp-2 >1tn ayroanturena
BBI3BIBAIOT CNEHU(DUUECKUH SIIEPHBINH HEHTPOMEPHBII
tun cBedyeHus (marrepH AC-3). Cpenu moATBepKIaro-
IMX TECTOB B HACTOSIIEE BpeMs HamOoiiee IOCTYITHO
BoisiBiicHue antutenl K CENP-B ¢ nomompio MDA, B,
XJIMA u MUA [32]. Ilpu I1bX obHapyeHHE aHTUTEI K
LIeHTpoMepaM uMmeet orpannueHnyto JJC, Tak kak MOxeT
COYeTaTbCsl C HAJIMYMEM y MAaIlMEeHTOB COMYyTCTBYIOLIMX
ayTOMMMYHHBIX PEBMaTH4YECKUX 3a00J€BaHMH, BKIIOYAs
JTUMHUTHPOBAHHYIO (OPMY CHCTEMHOU CKIEPOICPMHUU,
cuaapoM PeitHo, Gonesns/cunapom lllerpena, amns ko-
TOPBIX AHTHLEHTPOMEPHBIE AHTUTENA TaK)Ke SBIISIOTCS
JUarHocTuueckuMu Mapkepamu [2, 32]. IlosblieHue
YpOBHEN aHTHUTEN K LIEHTPOMEpaM B CHIBOPOTKaX OOJb-
HbIX [1BX compoBoknaercst ObICTpbIM (HOPMUPOBAHHEM
[IeYEHOYHON HEIOCTATOYHOCTH, YBEIHMYEHHEM CBIBOPO-
TOYHOM KOHIIEHTPAINH IEeI0YHOH (hocdarasbl, TAKETBIM
MOBPEKACHUEM JKEITYHBIX MPOTOKOB MPU THCTOJIOTHYE-
CKOM HCCIICIOBaHWH, BO3PACTaHUEM YacTOTHI Pa3BHTHUS
MOPTAJIBLHOM rUunepreH3uu [2].

Antrrena x Kelh-like 12 n Hexokinase-1 — HOBBIE
JIOTIOJIHUTEJIbHBIE UMMYHOJIOTHYeCKHuEe Mapkepbl AMA-
neratusHoro [1bX, npu koTopoM yacToTa UX oOHapyxe-
Hust coctaBisieT 10-35% [12, 25]. Anturena k Kelh-like
12 HanmpaBieHbl IPOTHB CEMEMCTBA HYKJIECONPOTEHHOB,
YYacTBYIOIIUX B (PyHKIIMOHUPOBAHUN PA3IMYHBIX CTPYK-
TYp KIETKH, BKJIIOYas Mepegady BHYTPUKIETOUHBIX CUT-
HAJIOB, PETYIALUI0 TPAHCKPHUIIIINH, SKCIIOPT KOJUIareHa
1 yOUKBUTHpPOBaHHE OEIKOB 4epe3 B3auMOJEHCTBHE C
E3-nurazoil kynnauHa. TapreTHbBIM ayTOAHTHIEHOM IS
aatuten k Hexokinase-1 ciyxur ¢depMeHT BHEITHEH
MeMOpaHbl MUTOXOHJIPUH, PETyIupyomuil hochopuim-
pOBaHNE NIIOKO3bI ¢ 00pa30BaHUEM INIIOK030-60-hocdara

NMMYHOJIOTUA

Y 4yBCTBUTEIBLHOCTH KJIETOK K aronTosy [25-26, 41]. Jlns
onpenencaust antuten Kk Kelh-like 12 u Hexokinase-1 B
CBIBOPOTKE KPOBH HCTIONB3YIOT MeTosl MDA, Ub u MUA
[25-26, 41-42, 43]. B xoropte u3 366 6oipHbIX [16X JIH
BeiBiieHus antuten kK Kelh-like 12 n Hexokinase-1 me-
TogoM M®PA B obmeit rpynmne cocrasisiina 40% u 45%,
cpenu 277 AMA-TI03UTUBHBIX ManiueHToB — 42% 1 53%,
ay 89 AMA-HeraruBHbIX nauueHToB — 35% u 22%, co-
orBercTBeHHO. J|C onpenenenus anturen k Kelh-like 12
u Hexokinase-1 npu I1BX otHOCcHTenbHO 174 OOMBHBIX
JIPYTUMH XPOHUYECKHMH 3a0oseBanusmu nedenn, B3K,
CIII u 80 3g0poBbIX JuIl focturana 96,1-96,9% [25]. Ot-
MEUEHO, YTO TPH UCToIb30BaHuN Vb 4yBCTBUTENFHOCTH
ncciaenosanus anturel k Kelh-like 12 u Hexokinase-1
Kak B o0miei rpymnmne 6onpHbIX [1BX (n=100) (16%), Tax
ny AMA-nosutuBHbIX (1=80) (14% u 18%) u AMA-He-
ratuBHBIX (n=20) (25% u 10%) manueHToB ObLIA HIKE
no cpasHeHHio ¢ M®DA. [lo naHHBIM TeX ke aBTOPOB,
KOMOMHHpOBaHHOEe ompenencHue antuten k Kelh-like
12, Hexokinase-1, sp100 u gp210 nmpu AMA-HeraTus-
HoM [IBX noBbimaer 1Y TecTupoBaHrs aHTUT€HOCTICLIH-
¢uaeckux ANA ¢ 48,3% mo 68,5% metogom UDA u ¢
55% no 75% meronom Ub. Pe3ynbrarsl MHOTOLIEHTPOBO-
ro uccnenoanus antuten Kk Kelh-like 12 m Hexokinase-1
¢ nomoipio MDA B ctpanax Eponsl u CeBepHoit AMe-
PUKHU IPOAEMOHCTPUPOBAIH, UTO NP AMA-1103UTUBHOM
[IBX (n=414) noxazarenu A4, JC, OIIIIP u OIIOP mns
antuten k Kelh-like 12 cocrasnsrot 24,9%, 95,3%, 4,60,
0,79, a ms anturen Kk Hexokinase-1 — 45,7%, 94,5%,
8,28, 0,58, coorBerctBeHHO. IIpm AMA-HeraruBHOM
I[IBX (n=73) anturena k Kelh-like 12 BBIABISAIOTCS Y
19,2%, antutena k Hexokinase-1 — y 24,7% OonbHBIX, B
TO BpeMs KaK COBMECTHOE OOHApYKCHHE TaHHBIX ayTO-
anTHTen Habmonaercs B 38,4% cimyqaes [26]. Takum 00-
paszom, HecMOTps Ha HU3Kyto [IY, onpeneneHue aHTUTEN
k Kelh-like 12 u Hexokinase-1 npu I1bX nmeeT BbICOKYyIO
J1C v mo3BOJISIET pacuIupUTh BOSMOKHOCTH TMArHOCTUKU
AMA-neratusHoro IIBX. IlporHoctuueckoe 3HaueHHE
antuten k Kelh-like 12 u Hexokinase-1 npu I1bX HyX-
JlaeTCsl B yTOYHEHUH, OJJHAKO PSJIOM aBTOPOB OTMEYEHa
accoIyanus JaHHBIX ayTOAHTHUTEJN C THIEpOMInpyOnHe-
Muel, pa3BuTHeM (pubpo3a medyeHu, MeIeHOIHO Heao-
CTaTOYHOCTH M PUCKOM OBICTPOTO MPOIPECCHUPOBAaHUS 3a-
OomneBanms [41-42].

Aymoanmumena npu IICX

[ICX — xpoHnYeckoe xoiecTaTHyeckoe 3a00IeBaHue
MIEYCHH, XapaKTepu3ylolleecs BOCMAJIeHUEM, OOJUTe-
pupyrommM (HuOpPo30M U CErMEHTAPHBIM PacIIMpPEeHHEM
BHYTPH- ¥ BHETICUEHOYHBIX JKEITYHBIX IPOTOKOB, Pa3BH-
THEM OWJIMApHOTO IUPPO3a, MOPTATFHON THIIEPTEH3UN U
nedeHoyHon HemocTarouHocTu [13]. Y 75-80% OonbHBIX
I1CX accomuupyetcs ¢ B3K, ocodenno gacto — ¢ K (B
80-90% cmydaeB).

Pa3BuTHE MMMyHONAaTOJIOIMYECKOTO Ipolecca IMpH
IICX compoBoxaeTcs 00pa3oBaHUEM ITUPOKOTO CIIEK-
Tpa ayTOaHTHUTEN, OJHAKO HU OJHO W3 HUX He oOmamaer
JIOCTaTOYHON CHEHU(PUIHOCTHIO I TUATHOCTUKHU JaH-
Horo 3aboneBanus (Tadm. 2) [3, 13, 27].

Kak cienyet u3 Tabi. 2, B chiBOpoTKax 00ibHEIX [ICX
0CO0EHHO YacTo uAeHTHGpHUIUpPyYOT atunudable pANCA,

ANA u ASMA, yBenuueHue NPORYKLIUU KOTOPBIX
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Tabnuna 2
Yacrora ooHapy:xkenusi ayroantures npu IICX [3, 13, 27]
AyToaHTHTe/1a qacTo;?“(:’ﬁ(l;f pyse-
Arunnunsie pANCA 26-94
AHTHTENIA K SMUTEIHAIBHBIM KIeTKaM 63
xeruHbIX poTokoB (BEC)
ANA 8-77
ASMA 0-83
Awntutena k Saccharomyces cerevisiae 44
(ASCA)
IgA-anTutena k mukonporeuny 2 (GP2) 47-72
AHTHTEIIA K KAPAUOIUIIUHY 4-63
Pesmarouiublii hakrop 15
AHTHTEIIA K DHAOTEIHAIBHBIM KIETKAaM 35
AHTHTENA K THPEOTIEPOKCHAA3E 7-16
AHTHTEIA K TUPEOITO0YINHY 4
Anrurena k 6a3anbHO MemOpaHe kiry0ou- 17
KOB ITOYKH

Tarke HaOmromaeTcs npu AWI. Haumbonee xapakTepHbI-
Mmu s [ICX sBistrorest atunuysble pANCA — 0OCHOBHbIE
nMMyHosorndeckne Mapkepsl SIK, gactora oOHapyxe-
Hus kotopbix npu [ICX nocturaet 95%. Berpewaemocthb
arnngHbBIX pANCA y 6ompabIx [ICX 6e3 B3K cocras-
nset 25-77%, B coueranuu ¢ B3K — 23-88%, B Tom uuc-
ne, ¢ SIK — 50-80%, BK — 10-20% [13, 27]. 1o nanHbBIM
OOJIBIIMHCTBA HCCIIEIOBATENeH, ONpeiesIeHne aTuInd-
HeIX pANCA nMeeT orpaHn4eHHOEe ANAarHOCTUYECKOE U
nporoctuueckoe 3HaueHue npu [ICX, omnaxo, cyiie-
CTBYIOT JJAHHBIE O CBSI3U ITOJIOXKHUTEIFHBIX PE3YJIBTaTOB
BBISIBJICHHS 9THX ayTOAHTHUTEN ¢ 0ojee paHHUM Ha4ajIoM
3a00JIeBaHMsl, OOIIUPHBIM TMOPAKEHUEM JKEITYCBBIBOJIS-
IIMX MyTeH W PUCKOM Pa3BUTHS XOJAHTHOKAPIHUHOMBI
(3, 13, 27]. Hapsany c arummaasiva pANCA, y O0JIbHBIX
[ICX oTMe4yeHO MOBBINICHUE CHIBOPOTOUHBIX YPOBHEH
MapkepoB bK, B wacTHOCTH, anTHTEN K Saccharomyces
cerevisiae (ASCA) n IgA-aHTuTeNn K DIMKONPOTEHHY 2
(GP2) [3, 27]. Hanuuue IgA-antuten k GP2 npu TICX
COIIPOBOX/IAETCS BOBJICUCHHEM B ITaTOJIOTHYECKUH TPO-
[IECC KPYITHBIX JKETYHBIX TIPOTOKOB, PA3BUTHEM XOJIAHTH-
OKapIIMHOMBI U YBEJIMUEHUEM CMEPTHOCTH [3]. AHTHUTENA
K DIHTEIHAIBHBIM KJIETKaM JKeTuHBIX MpoTokoB (BEC)
B cbiBopoTkax OonpHBIX [ICX BeTpewarorcs gamie, yem
npu [IBX u y 3mopoBeix sun (63%, 37% u 8%) [27].
VeranosiieHo, uro antutena kK BEC coBmecTHO ¢ Oakre-
PHATBHBIM JINTIONOINCAXapU/IOM UTPAIOT BaXXHYIO POJIb
B uMMmyHonarorenese [1CX, ctumynupyst BBIpaOOTKY HH-
TepJelKnHa-6 KIETKaMHU SIHTENHNS JKEITYHBIX MTPOTOKOB
(3, 27]. IloBeimenne yposHei IgA-anturen k BEC acco-
nuupyercs ¢ HeagdextuHoCcThIO JeueHus [ICX [3]. O06-
Hapy>XCHHE aHTHTEJ K KapAUOIHUITNHY CIYKHUT (PaKTOpOM
pucka TpomOoTHueckux ocnoxuaenuit mpu IICX [27].
WnenTndukanus B CbIBOPOTKAX KPOBH MAI[HEHTOB aHTH-
(ochoMIHUIHBIX 1 MHOKECTBA IPYTUX PA3HOBHIHOCTEH
ayTOAHTHUTEJ, BKITIOUasi pEBMATOMIHBIN (DaKTOp, aHTUTEIIA
K THUPEONEPOKCHIa3e, TUPEOTTO0YINHY, TKAHEBOU TpaHC-
DIyTamMuHasze, 0a3anbHOM MeMOpaHe KITyOOYKOB ITOYKH U
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T.J., MOJKET CBUIETENbCTBOBATH 0 coueTanuu [ICX ¢ He-
CKOJIbKHMH ay TONMMYHHBIMH 3a00sieBanmsaMu. Y 10-12%
namuenToB ¢ [ICX perucrpupyercs MOBBIMICHHBIH ypo-
BEHb ChIBOPOTOUHOro [g(G4, KOTOpBIH COMPOBOXKIACTCS
TSDKEJBIM TEYSHHUEM W FICXOJI0M 3a00JIeBaHUs, IPU 3TOM
MOJIYEPKUBAETCS HEoOXoauMOCTh auddepenmansHoi
JMarHOCTHKH JTAHHOTO cyOTHma «kiaccuieckoroy» [1CX
¢ IgG4-cBsA3aHHBIM ayTOUMMYHHBIM XOJAaHrUTOM [3, 13].

TakuM 00Opa3oM, aHTHTENa K aHTHUICHAM TenaTolu-
TOB, XOJIAHTHOIIUTOB M HEUTPOPHIIOB SBISIOTCS OCHOB-
HbIMM HMMYyHOJOrnueckuMu mapkepamu AMN3IL s
OoOHapyKeHHsI ayTOAHTHUTEN B CHIBOPOTKAaX KPOBU OOJIb-
HeIX AM3II ucnonb3ytoT CKPpUHMHIOBbIE MMMYHOIMAT-
HOCTHYECKHE TECTHI TIEpBOH IMHUY (onpeneneHne ANA,
ASMA, AMA-M2, aatuten k LKM-1 u LC-1 meTomom
HPU® Ha TKaHEBOM KOMIUIEKCE KPHOCPE30B MCUcHU/
MTOYKHU/KeITyaKa KpbIchl wmiau Mbimm; ANA  meronom
HPU® na HEp-2 knerkax; anturen k SLA/LP ¢ momo-
mpio MDA, UB) n nmoaTBepknaromie/ 10moTHATETbHBIC
MMMYHOAMAarHOCTHYECKHE TECThl BTOPOH JUHHMK (HC-
cienoBanne AMA-M2, anturen k F-aktuny, LKM-1,
LKM-3, LC-1, sp100, gp210, neaTpomepam MOATBEPK-
marommumu metogamu DA, b, XJIMA, MUA; atunnd-
HeIX pANCA metonom HPU® Ha neliTpodmiax yeno-
BeKa, (UKCHPOBAHHBIX (OpMasbJACTHIOM; aHTHTEN K
ASGPR, Kelh-like 12 u Hexokinase-1 ¢ momorpsto MDA,
Wb, MUA). CrangapTHBIMU, «KJIACCUIECKUMIDY JHATHO-
ctuyeckumu Mapkepamu AM3IIL cnyxxar ANA, ASMA,
anturena k LKM-1 u AMA-M2. KoMmiuieKkcHbIM aHanu3
npoduneil CTaHJapTHBIX M JOMOJHUTEIBHBIX CyOTH-
MOB AyTOAHTHUTEN TIO3BOJIAET CYIIECTBEHHO MOBBICUTH
YYBCTBUTEIBHOCTh AuarHocTuku AWM3Il u ymeHbmINTH
KOJIMYECTBO «CEPOHETraTHBHBIX)» BapHUaHTOB JaHHBIX
MaToJOrMYecKuX cocTosHuid. Hambonpmee mporHocTu-
yeckoe 3HaueHue npu AWIT u 11X umeror anturena
F-aktuny, LC-1, SLA/LP, ASGPR, sp100, gp210, uen-
tpomepam, Kelh-like 12 u Hexokinase-1, oOHapyxeHnue
KOTOPBIX AaCCOLMUPYETCS] C BBICOKOW BOCHAIMTEIbHON
AKTHUBHOCTBIO, TSDKENIBIM PELUIUBUPYIONIMM TeUeHHEM
3a00JIeBaHMsl, MPOrPECCHPOBAHHEM T'HCTOJIOTHYECKOTO
MTOBPEXXJICHNS TIEYCHH, IUPPO30OM, TIEICHOYHOI HeoCcTa-
TOYHOCTBIO, HEOOXOAMMOCTBIO TPAHCIIAHTAI[H MEYSHH.
VY 6ompabIX [ICX Hangwmuue arunmuvabix pANCA n IgA-
aatuten kK GP2 B chIBOpOoTKE KpOBH siBIIsieTCs (pakTopoM
pHCKa OOLIMPHOTO MOPAKEHUS KETUEBBIBOSMINX ITyTei
U Pa3BUTUS XOJAHTHOKapUUHOMBL. llepcrekTuBbl uM-
myHoauarHoctuku AM3II cBsizaHBl ¢ HEOOXOAUMOCTHIO
CTaHJApTU3aLUU METOJOB MCCIIEAOBAHUS ayTOAHTHUTE,
MOMCKOM U KJIIMHUYECKOH Banualeil HOBbIX pa3HOBU/I-
HOCTEH JTaHHBIX OMOMapKepOB HAa OCHOBE COBPEMEHHBIX
71a00paTOPHBIX TEXHOJIOTHI.
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