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PE3IOME

CraTbs nocesLleHa npobieme cBOeBPEMEHHOM ANArHOCTMKM ay TOUMMYHHbIX 3a60/1eBaHU NeYeHy, TaknxX
Kak ayTOUMMYHHbI FenaTuT, NePBUYHBIN GBUNNAPHBIN LUPPO3, MEPBUYHbBINA CKNEPO3VPYIOLNIA XONAHTUT,
nepeKpecTHble CMHAPOMbI. [ToKa3aHo BAMAHME NO34HeN BepudrKaLmy AMarHo3a Ha XapakTep TeueHus

[AHHbIX COCTOSIHNI 1 NPOAOIKUTENBHOCTb KU3HW 60JbHbIX. [poBeaeH aHaNM3 NPUUYNH NO3AHEN NOCTaHOB-
KW AnarHo3a, pacCMOTPEHbI KNHMYeCKne 1 nabopatopHble 0CoOH6eHHOCTY TeueHus 3aboneBaHnin. Ha ocHo-
BaHWUW NUTEPATYPHbIX AaHHbIX, Pe3y/IbTaTOB MPOBEAEHHOIO UCCe0BaHUSA 1 COBCTBEHHOMO OMbITa aBTOPbI
npegnaraioT pag peKoMeHAaUMI, HanpaBiEHHbIX Ha ynyJlleHne ANAarHOCTUKIA ayTOUMMYHHbIX 3aboneBaHuii
neyeHu, TaK Kak CBOeBpeMeHHasA BepundrKauma AnarHo3a no3BosseT NoBbICUTb NPOACSIXKUTENbHOCTb U Ka-

YeCTBO KN3HU OOJbHbIX.

KnioueBble cnoBa: ay TOMMMYHHbIV FenaTuT; NepBUYHbBIA OUNMAPHBIA LMPPO3; NepeKpecTHble CUHAPOMbI;

ANarHoCTnKka.

SUMMARY

The article is devoted to the problems of the well-timed diagnosis of autoimmune liver diseases, such as
autoimmune hepatitis, primary biliary cirrhosis, primary sclerosing cholangitis and overlap-syndromes. It has
been shown that diagnosis verification influences on the course of these conditions and the patient’s lon-
gevity. The causes of last diagnosis and clinical and laboratory data have been analyzed. The authors based
on literature facts, obtained results and their experience have advised the number of recommendations to
improve the diagnosis of autoimmune liver disease. The well-timed diagnosis permits to elevate the longev-

ity and to advance the quality of life.

Keywords: autoimmune hepatitis; primary biliary cirrhosis; primary sclerosing cholangitis; overlap syndrome;

diagnosis.

B nocnegHue mecATHNETUA HOCTUTHYTHI 3HAUNTEIIb-
HBIe YCIIeX! B IOHMMaHMM SMNLEeMIOIOT UM Y IIaToTe-
He3a ayTOMMMYHHbIX 3aboneBanmii nedenn (AVI3II).
[Tpuuaro Beipenars 3 rpynnsl AV3II: a) ayToum-
MyHHBII Tematut (AUI) 1-ro u 2-ro tunos (AUI1,
AWT2); 6) AVI3II ¢ nepBUYHBIM IOpaXkeHUeM OrInap-
HOTO TpakTa (mepBudHbLi 6ummnapHsii nuppos (ITBLI),
HepBUYHBI cKkleposupyomuit xonanrut (IICX), ne-
PUXOJIAaHTUT); B) IepeKpecTHbIT cuagpoM (AT /TIBL,
AUT/TICX, AUI, ayroummyHnHsbii xonaurut (AUNX),
AUT/renarut C). K rpymnne HexmaccnduiupyembIx
AW3II otHOCATCA AVX M KpUIITOreHHBII IUppo3 [3].
Pacnipoctpanennocts AV3II Bappupyer: npu IICX —
1-6 cmyuvaes [3; 9], mpu AVIT — 2,2-17 6onbHbIX [3; 7; 9],

npu IIBI] — 25-40 cny4aeB Ha 100000 Hacenenus
B rop [7; 9; 10].

AKTyanpHOI Ipo6IeMOll OCTaeTCss paHHsA fua-
rHoctuka AV3II. Knunnyeckne npoasnenns AVU3II
YacTO pacIieHMBAITCA KaK BUPYCHaAs MIM MeTa-
6onmyeckas MaToMOTUs IEeYeHU, ITO OIpefessieT
I03/Hee Ha3HAa4YeHlMe MAaTOTeHeTNYeCKOoll Tepanmnn
U, KaK CIe[CTBUE, HU3KYIO MPOJOMXUTENbHOCTD
JKM3HM IALlMIEHTOB. B TO ke BpeMs paHHAA Tepanus
npu AV mo3Bonsier 06ecnednTs peMUCCHIO U TIpe-
BOTBPAaTUTh pa3BUTUe LUpposa neuenu, npu I1BI]
u [ICX — yay4mnuTh Ka4ecTBO XXMU3HU, YBETUUNTD
ee IPONO/IKUTETBHOCTD, N30€XKaTh Pa3BUTHUS PAAA
OCTO>XXHEHUIA.
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Ienpro pabOTHI ABISAIOCH OLEHUTD CBOEBPEMEH-
HOCTb yCTaHOB/IeHNA A1arnosa AV3II, a Tak>ke BBIABUTD
MPUYUHBI U TIOCTEACTBYA UX HO3/IHEel JUATHOCTHUKIL

MATEPUAJT U METOAbI UCCJIEAOBAHUA

3a nepuop 2005-2008 rr. pmarHos AVI3II ycraHoBIeH
59 60mbHBIM, B T.4. AVIT'1—19 (33%), [IBI] — 17 (29%),
I[ICX — 6 (10%), AUX — 2 (3%), mepekpecTHbIE CHH-
npombl — 15 (25%). Cpenn nocneguux AVII'1/IIBL]
AMarHoCTVpoBaH B 8 (14%) cryuasax, AUT1/IICX — B2
(3%), AUT'1/xponndeckuii BupycHbiii rematut (XBI') —
B 5 (8%), B T.4. HBV-unpyunposanssnit AU — B 2 (3%),
AUT1/xpornyecknit BupycHslit rematut C (XI'C) —
B 2 (3%), AUI'l/XxpoHNYecKnii BUPYCHBI I'eaTUT
B+C (XI'B+C) — B 1 (2%). Inarno3 AUT ycranaBmu-
BAJICSI COIIACHO PeKOMEHAALMAM MeXX]yHapOLHO
paboueii rpymnsl o nsydenuto AVII' (IAIGH, 1999),
ITBL, IICX u nepekpecTHBIX CMH/POMOB — COTJIACHO
HOPVHSITHIM KPUTEPUSAM JUATHOCTUKY JAaHHBIX 3a6071€e-
BaHmit [1; 3; 5; 7]. Cpenu 60mpHbIX 66111 51 (86%) sKeH-
myHa u 8 (14%) my»xaus. Bee crygan AVI'1, AVT'1/TIBL
n AUX, 15 (88%) ITBLI, 2 (33%) IICX, 1 (50%) AUT1/TICX
BbIsIBIeHBI Y KeHuuH. [Tpu AVIT1/XBI 65110 4 (80%)
sxeHInHbI 1 1 (20%) My>x4unHa. 3a Iep1of HabIoeHN s
yMepJio 5 HallMeHToB (JIeTaIbHOCTD — 8,5%), cpefiu Hux

~

3 (60%) 60onpubix AVIT1, 1m0 1 (20%) AVT1/11BIT
n AVIT1/TICX. TpancnnaHTanmusA mne4eHy mnpo-
BefieHa 5 (8,5%) GOMBHBIM C TEPMMHATBHON
craguen 3a6omeBaHmIL.

Hamu npoBogunucs cbop aHamHesa, ¢u-
3MKAJIBHBIL OCMOTp, ONpefeneHne nabopa-
TOPHBIX TIOKa3arenell (remorpaMma, 61oxu-
MUYECKOe MCCIeOBaHMe CBIBOPOTKM KPOBU
C ompefie/ieHNeM II0OKa3aTesnell IUTOIN3a U XO-
necrasza, MHO, obuiero 6enka u ero ¢ppakumnit,
C-peakTMBHOTO 6e/Ka, MIMMYHOITIOOY/IMHOB
A, M, G, qupKyIupyoIIUX UMMYHHBIX KOM-
wIekcoB). OnpefesieHne aHTUHYK/IeapHBIX ay-
toaHTuTeN (ANA) M aHTUTEN K LUTOIIa3Me
HeliTpo¢u1oB (ANCA) BBITIONTHSI/IOCh METOEOM
HerpsiMolt uMMyHodoopecteniuu (HPVID)
Ha K7eTo4Hol muuuu HEp-2. AyroanTurena
K MMKPOCOMaM IIeYeHM U TOo4YeK l-ro tmma
(LKM-1), x tmagkum mbimam (ASMA) n aH-
TUMUTOXOHJpuanbHble (AMA) BBIABISINCD
HPVI® Ha Kpmocpesax TKaHell KpbIChL. [1s1 06-
HApY>KeHUsI aHTUTEJT K MMPYBaTAeKapOOKCUIa3HOMY
komInekcy (AMA-M2), nutoxpoMaM MUKPOCOM Iie-
yeHn u novek l-ro Tuma (LKM-1) u pactBopumMomy
neyeHoyHoMmy aHTureHy (SLA/LP) ncmonbsoBamach
KOMMepYecKasi TeCT-CUCTeMa, OCHOBaHHAsI HAa METOfe
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Puc. 1. Cpeonue cpoxu nocmarnosxu ouazrnosa AU3II c momenma Knaunu4eckoil u /unu na-

6opamopHoti manugpecmayuu.

AUT1 — aymoummyHHutii eenamum 1-20 muna, [1BL] — nepeuunulii GunuapHolii yuuppos,
TICX — nepsuunuiii cknepo3upyowsuii xonaneum, AVIX — aymoummyHHas XonaHzuonamus,
AMT1/TIBL] — nepexpecmHblii CUHOPOM AYMOUMMYHHO20 2enamuma I-20 muna ¢ nepeuiHbim
6unuaproim yupposom, AVT1/IICX — nepexpecmmbviti CUHOPOM AYMOUMMYHHOZ0 2eNamuma
1-20 muna c nepsuunvim ckneposupyroujum xonaneumom, AVI/XBI' — nepexpecmmbiii cun-
OpOM AymOUMyyHHO20 2eNAMUMA C XPOHUHECKUM BUPYCHBIM 2eNAMUIOM
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Puc. 2. Cmaous 3abonesanus Ha MomeHm ycmaHos/eHUs 0UAzHO3A

naitH-61m0T ¢ pekomOuHaHTHBIMY aHTHTeHamu (ELine,
Liver profile (IgG), Euroimmun, Tepmanus).

[lnst BepubmKanyuy fuarHosa 1 yCTaHOBJIEHIS CTa-
AVM Ipollecca Py OTCYTCTBUM IPOTUBOIOKA3aHUIA
(reMOpparn4ecKoro CMHAPOMa) BLINIOMHANIACH TYHKIIN-
OHHaA OMOIICKSA MTeYEHU C TUCTOIOTUYECKON OL[eHKOM
IIyHKTaTa B OKpacKaX IeMaTOKCU/IMHOM U 303/HOM
u o Ban-Tusony. JlaHHOe yuccnenoBaHye ObIIO BbI-
nomHeHo 39 601pHBIM (66% CrydaeB).

ITpn xnuHndeckux npusHakax AM3II-acconun-
POBaHHBIX 3a60/IeBaHMII TPOBOAUINCH KOHCY/IBTALINI
COOTBETCTBYIOIIVX CIEL[Ma/IVCTOB U JOIIOTHUTE/IbHBIE
0o6cnenoBaHms.

PE3YJIbTATbl UCCNIEAOBAHUA

Anann3 aHaMHeCTMYeCKMX TaHHBIX II0Ka3aJl, YTO CPOKM
OT MOMEHTA IIEPBBIX KITMHIKO-Tab0PaTOPHBIX IIPOsIBTIE-
HUI 1o mocTaHoBKM Auaruosa AVI3II coctaBuan ot 6 me-
canes 1o 10,5 et (8B cpepHeM 3,6+2,0 ropa). B rom uncie
npu AUT'1 — ot 6 mecsines fo 10,5 ropa (2,8+2,5 ropa),
IIBL] — ot 1,5 roga mo 8,5 roga (4,6+2,1 ropma), IICX —
ot 1,0 go 5,0 et (2,5+1,9) roga, AVIX — ot 1,0 10 2,0 et
(1,5+0,9 roma), AVIT'1/XBT — ot 6 Mmecsues 10 4,5 roga
(1,8+1,5) roma (puc. 1). Haubonee mos3gHO [UarHocTupo-
Banuch AVIT'1/TICX — ot 8,0 mo 9,0 et (8,5+0,9 ropma)
u AVT1/TIBL] — or 3,5 mo 9,0 et (5,7+2,4 roma). Y 34
(57,6%) 6OBHBIX AMATHO3 YCTAHOBJIEH HA CTAAMM LIIP-
posa medenu, 5 (8,5%) — ymepennoro ¢ubposa, 9
(15,3%) — nerxoro ¢pubposa, B 11 (18,6%) cryuasnx
¢ubposa He BbLABIEHO (puc. 2). OTmeTnm, y 8 (100%)
6onbubix AVT1/IIBI u y 14 (82,3%) 60ompubix ITBI]
AMarHo3 BepuUIMPOBAH yXKe Ha CTaAUM LUPPO3a.
AnHanu3s mpuunH no3pHel guarnoctuku AVI3II mo-
Kasai, 4To 10 60mpHbIX (17%) He ObLIN CBOEBPEMEHHO
HAIIpaB/IeHbI Ha 00C/IeTOBaHIE, HECMOTPS Ha HANTM4e
YMEpPEHHOTO LIUTONUTUIECKOTO /MM XOIecTaTude-
CKOTO CMHAPOMOB 1160 nosbimeHHoit COI. B cnyvasnx
obpalieHNs MaleHTOB 32 MESUIIMHCKON TOMOIIBI0
cpefHee KOMNYECTBO TOCIIUTA/IN3ALINIL O YCTAaHOBIIe-
HuA guarHosa AV3II cocrasnano 2,3+1,2. IIpu aTom

HAIVeHTbI 06CIe[OBA/INCD Y CHIELNA/IMCTOB Pa3TNIHBIX
npoduiert: 28 60mbHBIX (47%) — Y MHPEKLIMOHIUCTOB,
11 (19%) — y xupypros, 8 (14%) — y mepMaToIOroB
¥ aJUIeprojIoros, 7 (12%) — y peBMaTo/10rO0B, 7 (12%) —
y remaronoros. Hanbomnee 4acTo BbICTaBIAINUCH CTIe-
LyIOLIMe «JIOXKHBIE» [UATHO3BI: BUPYCHBIN IeIaTUT
HeyTOYHeHHOTO reHesa — 18 (30,5%) 60/IbHBIM, XKeTIHO-
kameHHast 60mesub (JKKB) 1 BropuyHbIit 61IMapHbIit
uppo3 — 7 (11,9%), Tokcuvecknit renatut — 5 (8,5%).

B 11 (19%) cny4asx mpu mpoBefeHnu MOP(OIOri-
YECKOTO MCCAeJOBaHMsA OMONTATOB IeYeHN JUarHO3
AVI3II He 6bLI yCTaHOBIEH, Tak Kak y 8 (73%) mauu-
€HTOB BbISIB/ISINCH KOCBEHHDIE IIPU3HAKY BUPYCHOTO
rernaTura, y 5 (45%) oTcyTcTBOBaIM CrielMUYHbIE
OpuU3HaKY 3a00/IeBaHMsI M AKTUBHOTO BOCIIA/IEHUS.
Takxe y 5 (45%) OOTBHBIX C TEPMIHAIBHON CTafuel
AW3II He BBIABNANUCH XapaKTepHbBIE [/A LMPPO3a
nedeHu MOPGONIOrnYecKue U3MEeHEHUs B IIYHKTATe.
Y 6 (10%) manyeHTOB C NMPEAIOIOKUTENbHBIM JiMa-
rao3oM AM3II 3a6oneBaHue He OBIIO TOATBEPKAEHO
B CBSI3Y C HETATMBHBIMU JAHHBIMU O OIpe/eeHII0
ayTOaHTUTeN (METOOM MMMYHO(EPMEHTHOTO aHAIU-
3a (JIQA)). ITpu sToM B 5 U3 6 CIy4aeB ONpemesIaICs
He BeCh CIIEKTP XapaKTepHbIX 1A AV3II ayToanTuTeN,
a otmenbHble mokasarenu (ANA u /unu AMA).

Hamu Boigensanuce BapuaHThl TeueHns AV3II:
a) IaTeHTHOe (OTCYTCTBME KIMHUYECKUX IPOsABICHNI
Ipy Hamu4Iuy 1abOpPaTOPHBIX M3MeHeHUT); 6) Mamo-
CUMIITOMHOE (eIVHMYHbIE CUMIITOMBI, HE BIMAIOIINE
3HAYUTEbHO Ha COCTOsHME OOIbHBIX); B) CUMIITO-
MOKOMIIJIEKC OCTPOTO TelaTnTa; ) MaHubecTarus
OC/IO)KHEHMSIMU B TEPMUHAJIBHON CTaguy 3a00/1eBaHILS
(mabn. 1).

B ierfoM mpeo6agao 1aTeHTHOE M MaJIOCUMIITOM-
Hoe TedeHue (23 (39,0%) u 21 (35,6%) cimydait coort-
BeTCTBEHHO). CMIITOMOKOMIIZIEKC OCTPOTO TelaTUTa
Habogancsy 10 (16,9%) 6ombHbIX, ay 5 (8,5%) — AVI3II
MaHUQECTUPOBAIO OCTOKHEHUAMI LIMPPO3a IeIeHN
(kpoBOTeueHsI M3 BAPMKO3HO PaCUIPEHHbIX BEH MIILe-
BOJIa, IeYeHOYHAasI HeJOCTATOYHOCTD). [le6roT o iy
octporo remarnta 6bi1 Hanbomee xapakrepeH At AV,
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Tabnuya 1

TEYEHUE AU3II B 3ABUCUMOCTY OT HO30JIOTMYECKOV ®OPMBbI

CUMITOMOKOMIIIEKC ManocumMnrToMHoOe P Manndecranus
ATEHTHOE TeYeHume,
OCTpPOTrO remnaTura, TedyeHue, 7 (%) OCTOKHEHUAMU,
n (%) n (%) n (%)

AUT1 7 (36,8) 5(26,3) 6 (31,6) 1(5,3)
I1B1] 0(0,0) 7 (41,2) 8 (47,0) 2 (11,8)
IICX 1(16,7) 2 (33,3) 3 (50,0) 0 (0,0)
AUX 0(0,0) 1 (50,0) 0 (0,0) 1 (50,0)
AUT1/IIBI 1(12,5) 2 (25,0) 4 (50,0) 1(12,5)
AUT1/TICX 0(0,0) 1 (50,0) 1 (50,0) 0 (0,0)
AWT1/XBI 1(20,0) 3 (60,0) 1 (20,0) 0(0,0)

pexxe Bcrpevancsa npu AVII'T/XBI, npu ocTanbHBIX
AW3II npeobnafano MajOCHMITOMHOE ¥ TATEHTHOE
tedeHye. KOXXHbII 3y KaK IepBBIii CYMIITOM Hab/II0fa -
cs1y Bcex 6ompHbIx AVIX, 11 (64,7%) manuentos c ITBLI,
2 ¢ TICX (33,3%), 1 ¢ AUT1/TICX (50,0%). YacToTa
BCTPEeYaeMOCTH OCHOBHBIX K/IMHIYECKUX IIPOSIB/IEHNI
" 0co6eHHOCTU (PU3MKATBHBIX JaHHBIX HA MOMEHT
YCTaQHOBJIEHU AVMATHO3a IPUBEJEHBI 8 Maoi. 2.

VYV 6onpIIMHCTBA MALIMEHTOB HAOIIOMaNINCh acTe-
HIYECKUI CHHAPOM 1 a6TOMUHAIBHBIN JUCKOMOPT

(mpu AUT1/TIICX n AUT'1/XBT B 100% crmy4a-
eB). KoxXHBIIT 3y[; OTMeqasIcst Y BCeX OONBbHBIX
AUT1/TICX, Heckonbko pexke npu I1BLI, IICX
n AVIT1/IIBL, orcyrcrBoBan npu AVI'1/XBI.
JKenryxa Habnioganach B IOJIOBUHE CIyda-
eB, Hanbomee vacto npu AVI1/IIBLI, pexe
npu AVI'1 u IIBL, otcyTcTBoBanma nmpu AVI'T/IICX.
[Teyenounas sHIjedaOmATUA NPU OONBIINHCTBE
AWB3II orcyrcTBoBana. lemaromeranus oTMedanach
y 33 6onbpHbIX (55,9%), mpudem mpu AWI1/TICX

Tabnuya 2

YACTOTA BCTPEHAEMOCTH OCHOBHBIX CMMIITOMOB 11 CMHIPOMOB Y BO/IbHBIX AN3II

HA MOMEHT YCTAHOBJ/IEHVA IVMATHO3A

AWNUT1, IIBII, TICX, AUT1/IIBL, | AUT1/TICX, | AUT1/XBI, BAI/eI}?gM
n (%) n (%) n (%) n (%) n (%) n (%) TIETOM,
n (%)
AcTeHuvyecKmit
cungpom 16 (84,2) 15 (88,2) 4(66,7) 6 (75,0) 2(100,0) 5 (100,0) 48 (81,4)
Hucnencuyeckuin
cHHpoM 8 (42.1) 9(52,9) 2(33,3) 6 (75,0) 1(50,0) 3(60,0) 29 (49,2)
A6GnoMMHATIBHBIN
nuckoMpopT 17.(89,5) 16 (94,1) 4(66,7) 6 (75,0) 2 (100,0) 5 (100,0) 50 (84,7)
QSEI‘A’M““””““’S 6 (31,6) 8 (47,1) 2(33,3) 3(37,5) 1(50,0) 2 (40,0) 22 (37,3)
KoxxHbli1 3y7, 3 (15,8) 16 (94,1) 4 (66,7) 5(62,5) 2 (100,0) 0 (0,0) 30 (50,8)
Kenryxa 10 (52,6) 8 (47,1) 2 (33,3) 6 (75,0) 0 (0,0) 2 (40,0) 28 (47,5)
Aptpanrun 11 (57,9) 6 (35,3) 1(16,7) 3 (37,5) 1 (50,0) 2 (40,0) 24 (40,7)
SHuedanonarusa 2 (10,5) 2 (11,8) 0 (0,0) 3(37,5) 1 (50,0) 0 (0,0) 8 (13,6)
Temopparuye-
ot etrimpont 3 (15,8) 0 (0,0) 0 (0,0) 3 (37,5) 1 (50,0) 1(20,0) 8 (13,6)
TermatroMeranus 11 (57,9) 9 (52,9) 1(16,7) 5(62,5) 2 (100,0) 5 (100,0) 33 (55,9)
CnieHoMeranus 6 (31,6) 5(29,4) 2(33,3) 5(62,5) 1 (50,0) 3 (60,0) 22 (37,3)
KcaunTombpi,
e 0 (0,0) 6 (35,3) 0 (0,0) 0 (0,0) 0 (0,0) 0 (0,0) 6 (10,2)
Actut 6 (31,6) 4(23,5) 1(16,7) 3 (37,5) 1 (50,0) 0 (0,0) 15 (25,4)
TeneaHrnoskrasmum 3 (15,8) 2(11,8) 1(16,7) 1(12,5) 0 (0,0) 0 (0,0) 7 (11,9)
Tnepnurmen-
TaIsa KOKHBIX 0 (0,0) 13 (76,5) 0 (0,0) 4 (50,0) 1 (50,0) 0 (0,0) 18 (30,5)
[IOKPOBOB
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Tabnuuya 3
YACTOTA BCTPEYAEMOCTHU AU3IT-ACCOLIMIMPOBAHHBIX UMMYHHBIX 3ABOJTIEBAHUN
AN3I

AUT1, AUT1/TIBL, | AUT1/IICX, | AUT1/XBI,

7 (%) B, n (%) | IICX, n (%) 7 (%) " (%) 7 (%) B ﬂe(i)z)(;M,
AyTouMMyHHas
anemnA 16:3) 2(118) 0(0,0) 1(12,5) 0 (0,0) 1(20,0) 5(8,5)
AyTouMMYyHHas
TpoMObOIMTO- 0(0,0) 1(59) 0(0,0) 2(25,0) 0(0,0) 2 (40,0) 5(8,5)
HeHN A
AyToMMMyHHas
eHKOMEH LS 0(0,0) 1(59) 0(0,0) 1(12,5) 0(0,0) 0(0,0) 2(3,4)
AyTOMMMYHHBIII
TUPEOUUT 7(37) 5(29.4) 0(0,0) 6 (75,0) 2 (100) 1(20,0) 22 (37,2)
PeBMaTongHBIN
apTput 15.3) 1(5,9) 0(0,0) 1(12,5) 0(0,0) 0(0,0) 3(5,1)
Cunppom
Illerpena 0(0,0) 3 (17,6) 2(333) 2 (25,0) 0(0,0) 0(0,0) 7 (11,9)
SIsBeHHBI
COMIT 0(0,0) 0(0,0) 2(33,3) 0(0,0) 0(0,0) 0(0,0) 234
Bonesus Kpona 1(5,3) 0 (0,0) 1(16,7) 0 (0,0) 0 (0,0) 0 (0,0) 2 (3,4)
AyTOMMMYHHBII
racTpuT 0(0,0) 0(0,0) 0(0,0) 1(12,5) 1 (50,0) 0(0,0) 3(5,1)
Butnnuro 0(0,0) 1(59) 0(0,0) 0(0,0) 1(50,0) 0(0,0) 2(3,4)
CucremHas
KpacHas 1(5,3) 0(0,0) 0(0,0) 0(0,0) 0(0,0) 0(0,0) 1(L,7)
BO/MTYaHKa
AyTOMMMYHHBbII
HaHKPeaTUT 0(0,0) 0(0,0) 0(0,0) 0(0,0) 1(50,0) 0(0,0) 1(1,7)
Bcero mmMmyH-
HbIX HapyIIeHWIT 10 (52,6) 10(58.8) 5(83,3) 7 (87,5) 2 (100) 2 (40,0 38 (64,4)

u AUT1/XBT B 100% crmyyaeB, Haubomee pemKo
npu [ICX. CrnneHoMeranus BuIABIANACD ¥ 22 (37,3%)
MAI[MEeHTOB, Yallle PV HePeKPECTHBIX CUHAPOMAX.
KcaHTOMBI M KcaHTena3MBbl BBIABIAIUCH TOTBKO
npu IIBL. ['mnepnurMeHTanusa KO>XXHbIX IOKPOBOB
ormeyanace y 13 (76,5%) 6onpubix IIBLI, y monoB1rHEL
AWT1/IIBL n AVIT1/IICX. AcIuT BBIABAANCA ¥ Y4
MaIMeHToB, npenmyiectseHHo ¢ AVIT'1/TICX, pexe
npu AVT'1/IIBL, AVTI1. IlosiBneHne TAKOTo IpMU3HAKa
JIUTENbHO CYLIECTBYIOIIE MOPTaNbHO IUIIEPTEH-
311, KaK BapMKO3HOE PacCIIMpeHNe BeH ININEeBOJa,
y 60mbIIMHCTBA GOMBHBIX 3HAYUTENIBHO OIEPEXKATIO
BO3HMKHOBeHNe acuuTa. PefkuM cuMnToMom 6bLin
Te/leaHTMO3KTasuu. [eMopparnyeckuii CMHIpOM IIPOSIB-
JLATICSA IPeVMYIIeCTBeHHO CKJIOHHOCTBIO K CIIOHTaHHO-
My 06pa30BaHIIO TeMaTOM, Yallie pa3BUBasCs Ha poHe
tpombonutonennn. Obpamraer Ha cebs BHUMaHuUe
6o7ee BbIpa>KeHHAs! I MHOTOOOpa3Has KIMHIYeCKas
KapTUHA IPYU [EPEeKPECTHBIX CUHAPOMAX, 0COOEHHO
npu AVT'1/TIBL. IIpn IICX mpeobiagana Manasi Bbl-
Pa’keHHOCTh CUMIITOMOB (ACTEHMYECKUII CUHIPOM,
abJOMMHAIBHBLI AUCKOMGOPT, Me[j/IeHHOE IIporpec-
CUpOBaHMe KOXKHOTO 3y/a).

Hepenxo Borasnsnacy acconuanus AVU3II ¢ gpyru-
MM ayTOMMMYHHBIMU 3a60/1eBaHNAMY (mab7. 3). OHu

Habmonanucey y 64,4% 6ompubix ¢ AVI3II, Hanbonee va-
CTO BCTPEYasIlCh ay TOMMMYHHBII TUPEOUINT, CUHIPOM
Illerpeta, ayTOMMMYHHast aHEMM S ¥ TPOMOOLIN TOTIEHNS.
AyTOVMMYHHBI TMPEOUANUT BCTPEYATICA IPUMEPHO
B Tpetu cnydaes AVII'1 n ITBI], ero yacToTa HapacTana
npu nepekpectax AVT1 ¢ 6unmapHOit maTomorue,
npu IICX on orcyrcrBoBan. Cunapom llerpena Bbl-
SIBJISUICSI TOJIBKO IIPU IOPaskeHN ! OMIMapPHOTO TPAKTA.
BocmanurenbHble 3a60/1eBaHs KMIIEYHYKA OTMEYA/TNCh
npu AUT1 un IICX, npuyem sA3BEHHBII KOMUT TUIIb
npu IICX. AyTOMMMYHHBII FaCTPUT HAOMIOHAIICH TOIBKO
npu nepekpectHbIx cuHApoMax AVII'1 ¢ ITBI mmm IICX.
Haub6osnbirasi BCTpedaeMOCTb U Pa3HOOOPA3HOCTD
AN3II-acconunpoBaHHbIX 3a00/I€BaAHMIT OTMEYAIaCh
npu AVIT'1/IIBL. Ilpn pauTenbHOM TeYeHUM IATONO-
TMYECKOTO IIpollecca B IIe4eHN OTMeYaIach TeHICHLI A
K [IPUCOEMHEHNIO [PYTUX MMMYHHBIX 3a00/IeBaHMIL.

OBCYXAEHUE
MOJIYYEHHDbIX PE3YJIbTATOB

Huskas mpogo/mKTeTbHOCTD XXM3HY OOTTBHBIX IPH Y-
arHoctuke AVI3I] Ha mo3gHUX cTagusax o6ycIoBIeHa
dbopmupoBaHMeM LMPPO3a IIEIEHNU U €T0 JEKOMIIEH-
canmeri. OTMeTUM JIUTENbHBIE CPOKM OT MOMEHTA
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HePBBIX KIMHUKO-Ta60PaTOPHBIX MPOSIBIEHNUI 1O 110-
CTaHOBKM JjuarHo3a: B 1fesioM npu AV3II — 3,6+2,0 roxa,
a Hambosee MO3THO P IEPEKPECTHBIX CUHAPOMAX
AUT1/IICX nu AUT'1/TIBL (8,5+0,9 n 5,7+2,4 ropa co-
oTBeTCTBeHHO). AV3II frarHocTMpOBaHbI Ha CTA U
upposa 6ojee YeM Y IOTOBUHbI OOTbHBIX.

CornacHoO MONTy4eHHBIM JaHHBIM, 3TO BO MHOTOM
006YC/IOB/IEHO JTATEHTHBIM U Ma/JIOCHMIITOMHBIM Tede-
HueM 3a60meBaHnii. Y 4aCcTy MAI[eHTOB 3a0071eBaHNUA
MaHMeCTVPOBAIN TONBKO Ha CTAIVN HMPPO3a Pas3Ind-
HBIMI OCTIOXXKHeHusiMI. Hamu yrensinocs ocob6oe BHU-
MaHMe aHaIU3y KIMHUIEeCKO!l KapTUHBI 1 (HUSUKAIIb-
HBIX JaHHBIX, IPaBUJIbHAA MHTEPIpeTaLA KOTOPBIX
MO>XKeT CII0CO6CTBOBATb CBOEBPEMEHHOIT IOCTAHOBKE
fuarHosa. [laHHbIe 3apyOeXHbIX aBTOPOB 06 0cobeH-
HOCTAX KIuHu4eckoi kapTunbl AVI3II sagacTyio He-
OHO3HA4HbI [3; 7; 10; 11]. ITo HaIIMM JaHHBIM, 4aCTOTa
BBISB/IAEMOCTY KIMHIYECKUX CUHAPOMOB BeCcbMa Ba-
PbUPOBAJIA B 3aBUCYMOCTY OT HO30/IOTYECKOI (POPMBL.
B nemom remaromerannsa orMedanach y 56% 60JIbHBIX,
Xenryxa — B 47%, a criieHoMeranua — B 37%, IpudemM
Haubolee YacTO OHYM HAGMIONA/INICD TIPYU MEPeKpecT-
HBIX CMHApOMaX. KcaHTOMBI 1 KcaHTena3Mbl ObLIN
xapakTepHbl Tonbko ans ITBI. ITpu mamocuMnToMm-
HOM TeYeHUN Ipeobmafany acCTeHNIeCKMii CUHAPOM
U a6ZOMMHAIBHBII AMCKOM(OPT, KOTOPbIE 3a4aCTYIO
He B/IVS/IM Ha Ka4eCTBO XU3HM 60/bHBIX. B momoBuHe
CTy4aeB OTMeYaliCh KOXXHBIII 3y (ocoberno mpu ITBL,
IICX u ux nepexpectamu ¢ AUI'l) n xentyxa.

ITo cpaBHEHMIO C JaHHBIMU PsAfa OTeYeCTBEHHBIX
¥ 3apyOeXXHBIX aBTOPOB HAMI BBIsIB/IEHA 60jIee YacTas
acconyauua AV3II ¢ gpyruMm ayTOMMMYHHBIMHA 3a-
60/IeBaHIAMIY, B TOM YUC/Ie ayTOMMMYHHBIM THPEO-
UANTOM ¥ ayTOMMMYHHBIMU LUTONeHNAMN [4; 6; 8;
11]. BeTpeyaeMOCTh BOCIAIUTENbHBIX 3a00/IeBaHMUIT
KMIIIeYHMKa corocTaBuMa ¢ janabiMu P. L. Bittencourt
u coaBT. [6]. Cunapom Illerpena Hamy HabMIORANICS He-
CKOJIBKO peyke B CPaBHEHUM C INTePATyPHBIMY JAHHBIMMI
[2; 3; 45 11; 13].

AHany3 IPpUYMH HeCBOEBPEMEHHON OMAarHOCTUKY
AVI3II BbLABMII BE OCHOBHbIE IPOOIEMBI: ITO3HEE Ha-
Ipas/ieHNe 60/IbHbIX Ha 00C/IeOBaHNME 1 HEBEPHA st MH-
TepIpeTaLus MOy YeHHbIX PV 00C/IeOBAHNY JAHHBIX.
Tax, 17% mauyeHTOB He ObIIM BOBpPeMs HAallpaBJIEHbI
Ha 00c/effoBaHNe, HECMOTps Ha mosbinreHHyo CO3,
yMepeHHbIe LIUTOMUTUYECKIIA ¥/ UM XONIeCTaTU9eCKMIT
CUHAPOMBI (KaK IIPaBUJIO, BbISIB/IEHHbIE Ipu aMOyIa-
TOPHBIX CKPVHIHTOBBIX VICC/IEHOBaHIAX).

YacTto 60/1bHBIE B TeYeHNE AIUTEIBHOIO BPeMeHN!
o6ceoBaCh 1 IOy Yasiy edeHe o nosoxy AVI3II-
acCOLMMPOBAHHBIX 3a00/IEBAHMIT M COMYTCTBYIOLIE
naronoruyu OKKDB, maHkpeaTut 1 T.11.) y Bpadel pasHbIX
CIenuaabHOCTEI: IepMaTOIOTOB U a//IeProJIoros (3y,
KO)XHBI€ BBICBIIIAHN ), TeMaTOJIOTOB (TeMOINTIYeCKasd
aHeMIs1, Ay TOMMMYHHa sl TPOMOOLIMTOIIEH LS, JIETIKOIIe-
HUs, CIVIEHOMET /I A1), 9H/JOKPUHOJIOTOB (TMPEOUANT),
PEeBMAaTOJIOTOB (apTpaNruy, peBMAaTOUHBI apTPUT,
cunrgpoM lllerpena), mpy 9TOM He yHenAs HO/KHOTO
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BHUMaHNA INatonoruu mnedenu. OTMeTum,
YTO IPU MMMYHHBIX IIPOIIeCCax, aCCOLUUPO-
BaHHbIX ¢ AVI3II (puddysusix 3abomeBanmsx
COeVHNUTE/IbHOI TKaHY, BOCIIA/INTE/IbHBIX 3a-
60/eBaHMIX KMIIEYHNKA) U3MEHEHUs CO CTO-
POHBI IeYeHN HepefIKO paclieHNBAIOTCA KaK CU-
CTeMHBbIe IPOABJIEHN A, B TO BpeMs KaK IMEHHO
OHI MOT'YT OIIpee/INTDb IPOTHO3 KU3HM TTalU-
enrta. [ToaToMy HEO6XOLUMO YHENATD HOMIXK-
Hoe BHMMaHMe Bbifenennio AV3II B pamkax
MY/IBTUCHCTEMHOTO ay TOMMMYHHOTO IIpolLiecca.

CpenHee KOIMYECTBO TOCHMTANM3aLNIA
mo ycraHosneHus nuarHosa AV3II coctaBuio
2,3+ 1,2. IIpu atom 50,8% 6ONBHBIX HAa OCHOBA-
HUV Pe3y/IbTaTOB 00CTIeOBAHSI BBICTAB/ISIIUCH
HeBepHble UarHo3sl (BUpycHsiii rematut, XKKb,
BTOPMYHDbII OMIMAPHBILIL IPPO3, TOKCUIECKIIT
remaTuT). HaMy BBIAB/ICHBI HEKOTOPBIE AMarHO-
CTUYeCKVIe TPYSHOCTY IIPY HOCTAaHOBKE IMaTHO-
3a AVI3IL Tax, y 10% G0/MbHBIX IpY IOKO3PEHNN
Ha Ha/IM4ue JaHHOM ITaTO/IOT MM OTMeYaIiCh OT-
pUIIaTe/IbHBIE Ay TOAHTHTENA, 2y 19% OOMbHBIX He ObIIN
BBLAB/ICHBI XapaKTepHbIe MOPPOIOrdecKyie M3MeHeH
B IIYHKTaTe IIe4eHN. BepoATHO, n3nuiHee «goBepue»
K KOCBEHHBIM I'MCTO/IOTMYeCKIM IPU3HAKaM BUPYCHOTO
remaTuTa 1u60 OTCyTCTBME CrieliupUIHBIX IPU3HAKOB
U /WIV aKTBHOTO BOCIIAJIEHN A B ITyHKTaTe (BCIfiCTBIE
MO3aMYHOCTY MOP(OTOrMIeCKOIt KAPTUHBI) He [I03BO-
JIVIY CHIeNaINCTaM-TUCTOIoraM 3anogo3puth AVI3IL.
OTpunjaTenpbHble pe3y/nIbTaTbl UMMYHOTOTMYECKOTO
obcnenoBaHnA Hauboee 4acTo OBUIM 00YC/IOBICHBI
oIpefie/IeHNeM TOIbKO OT/e/IbHBIX ayToaHTuTen (ANA
unmu AMA) 1 OTCyTCTBMEM XapaKTEePHBIX Ay TOAHTUTENT
[IpY OHOKPATHOM MCCTIEfOBaHMN B fiebroTe 3abomeBa-
Hust. OTMETUM, YTO BO BCex Caydasx, korga AVIT 6611
paHee 3aII0fj03peH, HO He MOATBEP>KIeH, OTCYTCTBO-
BaJI KOMIIJIEKCHBIII aHa/IM3 BCeX IOy YeHHDIX JaHHBIX,
MIMeJI MeCTO OTKa3 OT IMarH03a Ha OCHOBAaHUY OfIHOTO
nokasaress (1TabopaTOPHOTro MU TUCTONOTMYECKOTO).
Takum 06pa3oM, OTCYTCTBOBAJIO CTPOTO€ CIefOBAHIE
KPUTepMAM I peKOMEeHIAUNAM, CPOPMYIMpOBaHHBIM
MexayHapogHolt pabodelt IPYIIION [0 N3y YEeHUIO ay-
toummyHHoro renatuta (IAIHG, 1999). Onnako 3ame-
THM, YTO B IIOC/IEHNE TObI CUCTeMa 6aIIbHOI OLIeHKI
(IAIHG, 1999) nogsepraeTcs KpUTHKe B CBA3U C He-
HOCTATOYHOI YyBCTBUTEIBHOCTBIO PV COYETAHHBIX
3a060/IeBaHMSIX IEYEHN U [IEPEKPECTHBIX CHHApOMax [12].

[IpuHMMasi BO BHMMAaHNe HALIN Pe3y/IbTaThl, COO-
CTBEHHBIII OIIBIT aBTOPOB I JINTepaTypHbIe aHHEIE,
IpepiaraeM psAf peKOMeHFaluii, HallpaBIeHHBIX
Ha ynyuiienue fuarnoctuku AV3II:

1. Ckpununr Ha AVI3II gomkeH BKIOYATh OIpefie-
JIeHVIe BCeX OCHOBHBIX IIATOTHOMOHMYHBIX ayTOAHTH-
tenn (ANA, ASMA, AMA, SLA/LP, ANCA, LKM-1)
npeanoYTuTenbHo MeTofgoM HPV®. Ilpu momyyeHnn
OTPHUIATe/IbHOTO pe3y/IbTaTa (B Cy4ae UCIONIb30Ba-
Hus VIOA) 1emecoobpa3HO MOBTOPHOE OIpefe/ieHNe
ayToaHTUTEN MeTOfoM HPVID.
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AN

2. Ilpn nopospennn va AUT tpebyercs: cTporo cre-
nosatb pekomeHpaumsam IATHG (1999). ITpu coueTaHHBIX
3a00/IeBaHMSIX MEYEHN U MePEKPECTHBIX CHHPOMaX
HeoOXOA MO YYUTBIBATh HEIOCTATOYHYI0 Yy BCTBUTE/Ib-
HOCTb cucTeMbl 6atbHOI ouenku IAIGH (1999).

3. Cxpununr Ha AV3II nemrecoob6pasHo nmpoBo-
INUTDb IIPY HEMOTMBUPOBAHHOM NOBBILIEHVY a/IaHMH-
M acrapTaTaMuHOTpaHCPepas, meodHol PpocdaTassr,
Ounupy6uHa (He3aBICHMO OT BBIPa)KEHHOCTH JaHHBIX
M3MeHeHMIT) ¥ IPYTYUX IPU3HAKaX IOpa)keHN A IedeH N
He3aBUCHMO OT YyCTAaHOBJICHHOTO paHee JMaruosa (B T. 4.
BUPYCcHOro remaruta). Oco6eHHO eCy OHM COUEeTAI0TCS
C aHeMuell ¥ IPYTYMU LU TONEHV MM, Ay TOMMMYHHBIMI
3a00/IeBaHM MY, HAC/IEACTBEHHOCTBIO 10 Ay TOMMMYH-
HOII IIATO/IOT MY, PE3KVM IIOBBILIEHVEM Y-TT06YIIHOB
(IgG).

4. Cxpunuar Ha AV3II nokasad mpu TaKux Kin-
HMYECKMX IIPM3HAKaX, KaK coYeTaHNe rermaToMera-
MM, CIUIEHOMETaIUM C TaOM/IbHOCTBIO pasMepoB IIe-
YeHU U Ce/le3eHKY; apTPpaITii; 3HAYMMOe BapUKO3HOe
paciunpeHne BeH nniieBofa (0co6eHHO 6e3 acIuTa);
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