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AyTOMMYHHBIN r€IaTUT

AyTOMMMyHHbH?[ rematut (AVI) — xpoHmyeckoe
BOCIIA/IMTeNbHOE 3a00/IeBaHNe ITIeYeHM Hen3BecT-
HOJl 9THOJIOTMN, XapaKTepusylolleeca IepUIIOpTalb-
HBIM 1n 60jiee OOIIMPHBIM BOCIATUTEIbHBIM IPOLiec-
coM, ¢ HaymuueM ¢pubposa, rumnepraMmMarioOy1mHeMny,
LUPKY/IALYe B KPOBY OIIpefie/IeHHOTO CIIeKTpa TKaHe-
BBIX ayTOQHTUTEN U B OONBIIMHCTBE CTy4aeB OTBEYAl0-
Ijee Ha UMMYHOCYTIPECCUBHYIO TEpaInIo.

3a0oneBaHMe  BCTpeYaeTCsl  IPEMMYIIECTBEHHO
y xeHuyH (80%), MMeeT mporpeccupyrplilee TedeHue
U COIPSDKEHO € pa3sHOOOPa3HBIMY CHCTEMHBIMM IIPOSB-
TeHUAML.

PacnpocTpaHeHHOCTD

AUT orHOCUTCA K penkuM 3aboneBanusaM. ITo man-
HBIM Pa3INYHBIX ABTOPOB, PACIPOCTPAHEHHOCTb €TO
Bappupyer or 2,2 go 17 cryyaes na 1000 000 nacerne-
HuA. B eBponerickoii monynAnuu oHa cocrasnsder 0,1—
1,9 na 100000 >xutenent B rof, B SIOHNM 3HAYUTENTHBHO
Hmwke — 0,01—0,08 cmyyaer Ha 100000 Hacenmenms.
10—23 % XpoHMYecKUX 3a00/IeBaHMII IIeYeHU 00YC/I0B-
JIeHbl Ay TOMMMYHHBIM renartuToM. boneroT npenmyme-
CTBEHHO >KEHIIMHBI (COOTHOLIEHVE MY>KYMH Y YKEHIINH
1:12). 3aboneBaHne vaile pasBUBAETCS B BO3PACTe OT
15 1o 24 net, BTOPOIt MUK 3a00/1eBa€MOCTI OTMEYAETCS
B BO3pacTHOII nepuop ot 45 no 55 ner. Ha gomo AUT
npuxoauTca 2—6 % BCexX TPaHCIUIAHTALMIA IEYEH.

ITHONOTHA

ITprunHa ayTOMMMYHHOTO TellaTUTa OCTAeTCA HEU3-
BECTHOIL.

B KayecTBe BO3MOXXHBIX 3TUONOrMYECKUX (HAKTOPOB
0bcyxKjaeTcs posib BUPYCHON MHp KMy (BUPYCHI Tema-
tuta A, B, D u C, E, Bupyca nmpocroro repueca 1-ro tua,
Kopy, Bupyca dmureitHa-bapp (EBV), BUY, perposu-
PYCOB), PpEaKTMBHBIX MeTaOOMUTOB JIEKapPCTBEHHBIX
IIpeNapaToB, 3K30T€HHBIX BeEI[eCTB, HAC/NENCTBEHHO
TIpeJpacIooKeHHOCTI.

Ponb BUpYycOB renaTuTa U [pyrux renaToTPOITHbIX BI-
PYCOB Kak TpUITepHbIX pakTopoB B passutuy AUI 3a-
K/II0YaeTCs B CTIeRYIOIeM:

— BUPYCHI MOTYT MHJYLMPOBAaTb ayTOMMMYHMUTET
TOCPEJICTBOM BBICBOOOXK/IEHVS LIMTOKUHOB, KOTOpbIE
aKTUBUPYIOT ayTOpeaKTUBHBbIE T-KIeTKY ¥ MOFUPUIN-
PYIOT IIPOLIECCYHT M IIPE3EHTALINI0 COOCTBEHHOTO aHTH-
reHa,

— BUPYCHl MOTYT aKTMBMPOBaTb ayTOpeaKTMBHbIE
T-KmeTkn myTeM MOJEKYIAPHON MUMUKPUM (CXOLCTBO
CTPYKTYp HOpMa/IbHbIX 6€NKOB ¥ 6eNIKOB BuUpyca) co6-
CTBEHHBIX AHTUTEHOB WIM IyTeM CylepaHTUTEHHO
CTUMYIALNY 3HAYNTENbHOI JacTy T-KIeToK, KOTOpbIe
BK/II0YAIOT Ay TOPEAKTUBHbIE IMMYHOI[UTBI.

Y psaga 6ompabix AVT (4 % 1o maHHBIM KIMHUKY Maito)
UMEIOTCsI ceponorndeckye Mapkepsl HBV-undexuym.

AYTOMMMYHHBIII TeNAaTUT B PEAKMUX CIydasX MOXKeT
OBITb MICXOIOM paHee IePeHEeCEHHOIO BUPYCHOTO IelaTy-
Ta A, 4TO OODBACHACTCS PANOM CHEUUPIIECKIX UMMYH-
HbIX HapYLIeHNIT, XapaKTePHbIX /I JAaHHON MHQEKII.

Ocobas ponp B passutuum AVI oTBOmuUTCA BUPY-
cy rematuta C (HCV) B cBA3M ¢ 4acTBIM BbISABIEHVEM
atoit uHpexuyn npu AVI-2 (HCV RNA Bcrpeyaercs ¢
yactoroi oT 10 7o 80%), a TakKe CBOMCTBEHHBIMHU €il
BHEIEYEHOYHDIMY MOPAXKEHUAMM Y CEPONOTMIECKUMMU
MapKepamMu ayTouMMyHuTera (Kpnornobymmusl, ANA,
SMA, LKM-1 u p.) HCV- nndexums Takxe BbIABIAET-
cay 11% 6onpubix AVT-1 Tnma.

K HacTos1eMY BpeMeH! NONTy4YeHbl JaHHbIE, KOTOPbIe
CBUJIETENBCTBYIOT O TOM, YTO BUPYChI TENATUTA U APYTUE
TeTaTOTPOIIHbIE BUPYCHl B 3aBUCUMOCTI OT OTBETa XO-
3sa1Ha (0OYCIIOB/IEHHOTO TeHeTUYeCK)) MOTYT BBbI3BaTh
pasBUTHE PA3TMYHBIX GOPM XPOHMYECKOTO TelaTuTa:
I — xponmnueckuit Bupycusiii rematut (B, C,D) — npnu
MEepCUCTEeHIIMM areHTa J He3HaYMTE/IbHOI POIU ayTo-
uMMYHHbIX Hapymenuis; II AV — BrpipakeHHbIE ay-
TOMMMYHHBIE PeaKLMM B OTCYTCTBMM IepPCUCTEHLINN
BUPYCa, KOTOPBIII UTpaeT polb TPUITEPHOTO (PaKTopa
(HAV, HBV, EBV, HEV); III AUT' — BbIpaKeHHBIe ay-
TOMMMYHHbIE PeAaKIUM B COYETAHMM C XPOHMYECKOI
BUpYCHOI MH(eKumelt (nepcucreHuysa Bupycos: HBV,
HDV, HCV).

Tenetudeckue GakTOpbl UTPalOT BaXKHYIO POJIb B IIa-
toreresze AVI. TpenpacnonoXeHHOCTb K 3a607IeBaHIIO
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ayTOMMMYHHBIM T€IIaTUTOM OIpefie/isIeTCsI HOCUTE/Ib-
crsoM amneneit HLADR B1*0301 i HLADR B1*0401.

Y 6onmpubix ¢ rartotunoM HLA DR3 3a6oneBanue ma-
HudecTupyeTcs paHblle, a 4acTOTa HeaPPeKTUBHOCTH
JIedeHUA U PEIUNBOB IIOCIIE €TO MPeKpaIleHNsA OKa3bl-
BaeTcs BHILIE, YeM Yy IMallMeHTOoB ¢ TunoM DR4.

PeakTuBHBIE MeTabOMUTHI /IEKAPCTBEHHBIX CPECTB
MOTYT MHUIVMPOBATh MMMYHOIIATOJIOTMYECKUE peak-
Ui, YCTaHOBJIEHO, 4TO OMOXMMUYECKUe, VMMYHOCe-
pONOTrMYecKye ¥ IUCTONOTMYeCKYe I3SMEeHEeHN S [IeYeHN,
HeOT/IMYMMble OT TaKOBBIX Ipu cnopaguyeckom AI,
MOTYT BBI3BaTb OKCU(QEHM3aTUH, METWIONA, HUTPO-
bypaHTOMH, MMHOLVIKIVH, AMKIOQEHAaK, IEeMOJINH,
OpOMWITHOYpauWi, TMaHuAoBasA kucnora (AUI II —
ro Tuna). JIpyrue npenapatsl (CynbdpaHUIaMUAbL, U30-
HUa3Wj) MOTYT MHJYLMPOBATb TMCTONOIMYECKUe W3-
MeHeHUs medenn, Habmogaembie pu AV, koTopsie He
COIPOBOXK/AIOTCA XapaKTepPHBIMY IMMYHOCEpPOIOrnye-
CKVIMM TIpYI3HAKaMI.

Merabonusupylome 1eKapcTsa GpepMeHTbl ceMelicTBa
uuroxpoma P450 (CYP2D6) u YI® — rmroxkypoHmn-
TpHC(Epasbl ABIAIOTCA MULIEHAMM ay TOMMMYHHBIX peak-
LIV, MHAYLMPYEMBIX KaK JIeKapCTBaMM, TaK Y BUPYCaMU.

O pomyu ayTOMMMYHHBIX peakIMil CBUJETeIbCTBYET
obHapyXeHMe B KPOBM IAIMEHTOB aHTUTeEN, HAIpPaB-
JIEHHBIX TIPOTMB TKaHU Ie4YeHU. DTU aHTUTENTa VMEIOT
B IIEPBYIO OYepefb [UATHOCTUYECKOe 3HAUeHIIE, X POTIb
B IaToreHese 3a00jIeBaH [TOKa ellje He sICHa.

BosmoxHO, 4TO B pasBuTUM 3a00/eBaHUA IPUHU-
MalOT y4YacTue HeCKOJIbKO 3TUOJIOTMYeCKMX (PaKTOpOB,
KOTOpble IpY HaIM4My HACIENCTBEHHON IpeapacIio-
JIO)KEHHOCTY K ayTOMMMYHHBIM PeaKLMsIM, 3aIyCKaioT
BOCIIQ/IUTE/IbHBII IIPOIIeCC B IIEYEHIL.
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CoBpeMeHHbIe TIpeficTaBeHua o maroreHese AUI
IpefycMaTpUBAOT B3auUMOZAEICTBYE (PAKTOPOB OKpY-
JKalollell Cpefibl, HAPYIIEHNA MEXaHU3MOB VMMMYHHON
TOJIEPAHTHOCTM M TE€HETUYECKON IIPeJpacIONoXeHHO-
cTu. ITO B3aUMOfENCTBME MHAYLMUpYeT T-KaeTodHble
VMMYHHBIE€ PeaKLMM MPOTUB aHTUTEHOB TelaTOLUTOB,
4TO BeJIeT K pa3BUTHUIO IIPOTPECCUPYIOLINX HEKPOBOCTIA-
JINTENIbHBIX ¥ PUOPOTUYECKMX M3MEHEHNII B IEYEHN.

KnioueBast ponbp B maroreHese AVII' mpuHapnme>xxut
T-nmumdounTam. AyToaHTUIeHBI KJIETOK INedeHU (IIpe-
XJe BCero, KIETOYHON MeMOpaHbI) CBA3BIBAIOTCA
C aHTUTeHIIpeseHTHpYlomymu kiaetkamu (ATIK) mmu He-
MIOCPENCTBEHHO C TeNaTOUTaMM BMeCTe C MOJIEKY/TIaMy
HLA xmacca Il g pacnosnasaansa CD4 T-xenmepHeiMu
mumdoruramu (Tx1 u Tx2). Ilpu HegocTaToYHOI OT-
BeTHOI peaknym CD8 T-cympeccopHbix muMdonuTos
(Tc) aKTMBMpPOBAHHBIMM XeMIEPHBIMM ITUMQOLUTAMIA,
BBICBOOOXK/JAIOTCS U BBIPabaTHIBAIOTCS pas/IMyHble Ly-
tokuusl (MJI-2, ®HO-a, IOH-y,). IIpu stom BrIo4a-
I0TCA CTIEAYIOIIME MEXaHU3MBbI, BeJyIIMe K PaspyLIEHNIO
renaToLuTa:

— CTUMYIALVA IUTOTOKCMYHBIX T-muMbornuTos;

— akTuBaIysa Makpodaros ¢ nomouipio VIOH-y;

— BbIpaboTKa ayToaHTuTen B-muMmdouurammu wim

M/Ia3MaTUYeCKMMM KIETKaMu;

— ONOCpPEeOBAHHOE aHTUTETAMH paspylleHue rerma-

TOLIUTOB KJI€TKaMU-KITIEPAMU U KOMITTIEMEHTOM.

Y manyeHTOB C ayTOMMMYHHBIM TellaTUTOM IpHU OT-

CYTCTBUY JIeYEHUS U B Iepuofe o6ocTpeHus obHa-

pyxmBaercsi meduuut wiy QYHKIMOHAIbHAS HENO-

crarogyHocTb CD4+ CD25+ perynaropubix T-kmeTox
(puc. 1).

KomnnemeHT
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Puc. 1. MaToreHes aytoMmmyHHoro renatuta (no B. lepok, Xy6epT E. Bntom, 2009)
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O6HapyxnBaemble npu AVI" ayToanTurena (rmaBHble
IpYM3HAKM JAHHOTO 3ab0/eBaHys), He ABJISIOTCS IaTo-
TeHHBIMM, UX HPOAYKUMA OOYCIOBIEHA AeCTPYKLmeil
TenaToOLUTOB.

JluarsocTudeckoe 3Ha4eHNE MMEKT CIEAYIOIIMe aH-
TUTeNa:

ANA — aHTUHYK/IeapHble aHTUTENA;

SMA — aHTHTeNa K IMIafKOl MyCKy/naTrype (aKTMHO-
BbIE);

LKM — aHTHTENIa K MUKPOCOMAaTbHOMY AaHTUTEHY IIe-
yenn n novek: (LKM-1 x CYP2D6, LKM-2 x CYP2C9,
LKM-3 k Y ®-rnrokyponunrpancdepase u CYP1A2);

LM — anTNTENa K MUKPOCOMaM II€Y€eH;

AnTu-ASgP-R — aHTHTeNa K acKaIOIMMKOIPOTENHO-
BOMY pelleNTOopY;

AnTN-SLA — aHTUTeNa K pacTBOPMMOMY aHTUTEHY
ne4yeHy (LIMTOKEPATHHY);

Antn-LC1 — aHTUTENa K LUTO30/IbBHOMY aHTUTEHY
HeYeHn;

AHTH-LP — aHTHUTENA K IUTO30/IbHOMY aHTUTEHY Ile-
YEeHU U TIOZIKETY09HOM XKeTe3bl;

Antu-LPM — anTurena k anrureny 60-kDa nnasma-
TUYECKOJ MeMOpaHbI IeIIaTOLNTOB YeJIOBeKa;

AHTHUTeNa K COMHTONMMNIMAAM — aHTUTeNA K Cylbga-
TUPOBAaHHOMY rajlaKTOLlePaMULY;

Beipensiior Tpy tuna AUI, cOOTBETCTBEHHO Hpodu-
TISIM BBIAABJIAEMBIX ay TOAHTUTE]L.

I AUT I-ro Tmia xapakTepHO Hanudue aHTUA#Ep-
HBIX M/VIM aHTUTEN K IMajKoll MYCKyaaType (aHTH-
SMA, autu-ANA mnosutusHsit). AUI- I (B Espome
u CeBepHoit Amepuke) coderaercsa ¢ HLA-A1-B8-DR3-
rarorunom u pexxe ¢ HLA-1-B8-DR4 — ramnoTunom.
B Snonvn y 6onbubix AVT- I BeisBnseTca Tonbko HLA
DR4.

I AUT I-ro Ta XapaKTepHBIM ABIA€TCA UUPKYIIA-
A ANA y 70—80 % 6ompubIx n/mnmun SMA 'y 50—70 %,
HepefKO B COYETAHMM C AHTUMHENTPOQWIBHBIMU IIU-
TOIIa3Marudeckumy anturenamu p-tuma (p-ANCA)
u Haymaue HCV-undexnun B 11 % cnydaes. Haubonee
crienpMYHBIMYU ABJIAIOTCSA aHTUAKTMHOBDBIE aHTHUTeENA
(AAA). AUT- I HabmopaeTcs vame y sxeHIyH (8:1). 3a-
6orneBaHMe Pa3sBMBAETCS B OCHOBHOM Y NI CTAapIIero
BO3pacTa (K 9TOMY TUITy OTHOCUTCA M K/IACCHYECKUI
«TIOTIOMIHBII FeIIaTAT» MOJIOZBIX JIEBYIIEK), XapaKTepHu-
3yeTcs BHENEYEHOUHBIMU IPOSBJIEHUAMU U XOPOLIUM
npornozoM. Yacrto (15—34% cny4yaeB) BCTpedaroTCcs
acCOIVALMY C PYTYMU ayTOMMMYHHBIMMI 3a00/IeBaHu-
AMM, TAKUMU KaK ayTOMMMYHHBII TUPEOAUT, PeBMaTO-
UJIHBIN apTPUT, LeNaKNs, A3BEHHBIN KOMUT U JpyTHeE.
BonpHble afieKBaTHO OTBEYAIOT Ha JIeYeHME KOPTUKO-
crepougamy, npudeM y 20% OONBHBIX COXpaHIETCS
CTOJKass peMucchsi TOC/e OTMEHBl MMMYHOCYIIPecco-
poB. LInppos neuenn popmupyertcs y 43 % He le4eHHBIX
OO/bHBIX B TeyeHUe 3 JeT.

Hna AUT II-ro Tuna XapakTepHbIM ABIAETCA HaIM4Me
CBIBOPOTOYHBIX IIe4€Hb — MOYKM MUKPOCOMA/IbHbIX aH-
tuten 1-ro tuna (anTy- LKM -1 nosurusHbIit — y 100 %
60/IbHBIX, MHOTHA B codeTanuu ¢ LKM-3 u anTuTenaMu K
NeYeHOYHO — LIMTO30/IbHOMY aHTUreHy — aHTu-LK-1).
ITpu stom tne AUI ¢ pasmmuHoit yacroroit (ot 10 mo
80 % u Boie) onpepernsitorcst autu-HCV nu HCV PHK,

YTO MOCTY>XXI/IO OCHOBaHMeM Jijid Beifenenuss HCV- co-
yeTalollerocsa ayToMMMYyHKTeTa. Bupyc mpocroro rep-
Ileca B JaHHOM C/Iy4ae IPMHUMAET y4acTie B MHAYKLNUN
obpasoBaHMsI aHTUTEN ¥ BO3HUKHOBeHyn AVT.

AWT-II cocraBmser 10-15% Bcex crmydaeB 3aboe-
BaHMS, IPEMMYIEeCTBEHHO y IAlleHTOB #o 14 jneT;
B3poCiible COCTAaBISIIOT 10 20 % 60mbHBIX. [JaHHBI THIT
XapaKTePU3yeTCs BBICOKON YaCTOTON COIYTCTBYIOLIUX
VMMMYHOOIIOCP€eJJOBaHHBIX 3a00jIeBaHMI1, BBIPa>KEHHO
61OXMMIYECKOII Y TMCTOIOINYECKO)l aKTMBHOCTDIO, He-
PEnKO OCTPhIM [eOITOM ¥ OBICTPBIM MPOTPECCHUPOBaA-
HyeM. AVIT-II 6onnee pe3uCTeHTEH K MMMYHOCYIIPeCcCH,
U OTMEHa IIpelraparToB BefeT K peunausy. Lluppos nede-
HIU 32 3 roga ¢popmupyercs y 82 % OONbHBIX, YTO YXYH-
IaeT IPOTHO3 3a00/IeBaHNS.

IIpu AWI III-ro Tuma ompefensloTCsa aHTUTeNa K
pacTBOPMMOMY NE€4eHOYHOMY aHTUTEHY ¥ Ie4eHOYHO-
[aHKpeaTn4ecKnM anTureHaM (aHTu-SLA MO3UTHMBHBIN
u aHTu-LP-nosutuBHbIN). B psfe crydaeB ero cunramor
nogtunoM AVI-1 B cBA3M cO CXOOHBIM KIMHUYECKNM
Te4yeHyeM U 4acThIM BbLaBIeHreM ANA 1 SMA. Hab6mro-
JaeTcs y /UL, MOJIOZOTO BO3PacTa, B OCHOBHOM Y JKEH-
i (90 %).

Knunndyeckaa kapTuHa

3aboneBaHue Jallle BCETO HAYMHAETCS IIOCTENIEHHO, HO
y 25—40 % nauyMeHTOB MOXXET IPOABIATHCA BHE3AIHO.
ITprMepHO y TpeTu 6ONbHBIX 3a60/IeBaHNe KIMHNIECKH
HeOoT/IM4YMMO OT 3atAHyBuIerocsa OBI, ogHako minTens-
HO COXPAHAMNIAACA XKENTyXa IO03BOMAET 3allOfO3PUTD
XpOHMYeckoe 3abojeBaHNue MedeHN. Y psfa HalVIeHTOB
3ab07IeBaHe MOXKET He IIPOSB/IATbCS KIMHIIECKN U [IVI-
arHo3 yCTaHaBIMBAETCA CMy4aiiHo, B 10—20% cnydaes
yKe Ha CTafjy IVPpo3a IedeHN.

AT Hambomee 4acTo MpOSBIsETCA HecrelpIIecK-
MM CYMOTOMAaMM M XapaKTepu3yeTCs HMMPOKUM CIIeK-
TPOM K/IMHMYECKMX IIPOABIEHUIL: OT 6eCCHMITOMHOTO
JIO TSDKEJIOTO, MHOTAa (Gy/IbMMHAHTHOTO TelaTnTa C Ha-
JIMYMEM WY OTCYTCTBMEM BHEIIEY€HOUHBIX NIPM3HAKOB.

AUT Mo>xeT BOSHUMKHYTb He3aMeTHO B BUJIe TAKeCTH
B IIpaBOM Iofipebepbe, 00IIero HeoMOraHus, 06paso-
BaHNA KPOBOIIOATEKOB, 3MM30[0B JKEITYIIHOTO OKpa-
IIMBAHUA CTIM3MUCTBIX 000MIOYEK M KOXXKHBIX IOKPOBOB.
XapakTepHbBIM [/ JaHHOTO 3a060/IeBaHMs ABJAETCA CO-
JyeTaHMe MOPaKeHUA NeYeH! U IPU3HAKOB MMMYHHBIX
HapYyIIEHWI.

Haubomnee yacto 6onmpHBIe >XamyloTcsi Ha crnabocTs,
YTOM/ISIEMOCTD, CHVDKEHME PaboTOCIOCOOHOCTH, aHO-
peKcuio, MHTEHCUBHYIO XXe/NTYyXy, YBeludeHne IedeHnu,
TEMHYIO MOYY, apTPalruu, MUANTUH, TUXOpaaKy. Y 1/3
JKEHIIIMH Hab/IofjaeTcsl aMeHopesi. B cbIBOpoTke KpoBu
PE3KO MOBBILIAETCs YpOoBeHb Ounupybuna go 100—300
MKMOJIb/JI ¥ aKTMBHOCTb TpaHcaMMHa3 (6onee 10 HOpM),
4TO TpebyeT nposefeHnA fudQepeHunanbHOl JUarHo-
ctuku ¢ OBLL

Jpyroit BapuanT Hadana AVT npossndercsa BHenede-
HOYHBIMM CUMIITOMaMy — (peOpuUnbHOI ITUXOPALKOIL,
yckopenHoit CO39 no 50 MM/4ac, Taxukapaueil, 1 B Te-
YeHNe HeCKONbKMX JIeT MOXKEeT IPOTeKaTb IO, MacKoi
TUPEOTOKCMKO33a, PEBMATOMJHOIO IIOIMAPTPHUTA, MUO-
KapfIuTa, CUCTeMHOJ KPAacHOII BOMYaHKY, TMMQOTpaHy-
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7I0MaTo3a, MIMMYHHOTO BacKynuTa u fip. B gampHeiiem
IIPUCOENUHAETCA UKTEPUUYHOCTD CKIEep U KOXKHBIX IO-
KPOBOB, yBe/IMY€HMe [IeYeHN U CeTIe3€HKI.

JIuxopagka 4acTo coderaetcs ¢ OONSIMU B JKMBOTE,
apTpaTVMAMN, MUQITHAMMY, HA MO3JHUX CTAIUAX K STUM
CUMIITOMaM IIPUCOENUHAIOTCA MPOrpeccUpyIomas Ke-
TyXa, KOXHBII 3y/, FeMOpparndeckye BbICBIIaHNA (pe-
IUVBUpPYIOLIasd IIypIypa) B BUfe TOYEK U IATEH, He JIC-
Ye3arolyX PV HAflaBIMBaHUM U OCTAB/IAIOMINX ITOCTIe
cebs1 TEeMHYIO NUTMEHTALI0. VIHOIA IIPUCOeRUHSEeTCS
BOJTYAaHOYHAS U y3/I0BaTasg SpUTEMA, O9aroBas CKIepo-
IepMus.

Knuundeckass kapTHa B pa3BepHYTOI cTagum 3abo-
JIeBaHMsI MHOrOOOpasHa: XapaKTepHO MeJjIeHHOe He-
YKJIOHHOE TIPOTPeCCHpPOBaHME XEITYXHU, TUXOPATKY IO
¢debpubHbIX 1P (39 °C), HapacTaHMe KOXHOTO 3yAa,
BBIP@)XEHHBIX apTPaIruii M MUAITUIL, 60U B KUBOTE,
reMOpparnyeckux BbICHIIIAHWI, TelaTOMeTanany, MIpu-
COeIVMHAITCA SHJOKPMHHBbIE HapylleHus (cTpum, TUp-
CyTH3M, akHe). IIpu 06beKTBHOM UCCIE[OBAHNM JAaCTO
00HapPYXMBAIOTCA MIepeMeXKaloIasl >KeITyXa, YCUIuBa-
IOLIAsICS TPV BBIPAXKEHHOJ aKTUBHOCTM 3a0O/eBaHMs,
«IIeYeHOYHbIe 3HaKM» — Te/leaHTMIKTa3NM, TaJIbMapHas
spuTeMa, rermaromeramma ¢ OO/NE3HEHHBIM YMepeHHO
IUIOTHBIM KpaeM IledeHMU, Y YacTy OO/MbHBIX — CIIIEHO-
Meraymysa. ACIIUT BCTpedyaeTcsl 3HAYUTE/IbHO PeXxe.

AWT sBnsietcst CUCTEMHBIM 3a607I€eBaHIEM M COIPO-
BOXKJACTCSI TIOPaKEHMEM psfia BHYTPEHHUX OpPTaHOB,
KOXXI1, CEPO3HBIX 000/I0UeK.

BHemneueHo4yHble NposBIeHUA (ayTOMMMYHHBIE CUH-
IOpOMBI) BBIABIAIOTCA Y 48 % 60nbHbIX AUI, cBA3aHbI
C IIOBBILIIEHHBIM YpoBHeM cbiBopoTouHbix LIMK, conep-
kamux Ig M n tutpa ayroanturen (ANA, SMA), a Tak
)K€ U C IepeKpPeCTHbIMM VMMYHHBIMM KOMIIIEKCAMM,
CBSI3aHHBIX C OOLIHOCTHIO TKAHEBBIX AHTUTEHOB psifa
OpraHOB (QHTUTEHbI >KETYHBIX IIPOTOKOB, CIM3UCTHIX
00071049eK XeITyfiKa, II0YeK, CIIOHHBIX JKerle3 1 Jip.).

AyTOMMMYHHBIE CHHAPOMBI BKIIOYAIOT: JTMXOPANKY,
PeIVAVBUPYIOIIYIO MIyPIYpPY, KOXXHBIE BAaCKYIUTHI, ap-
TPaITUU C BOBJI€YEHNEM KPYIIHBIX CYCTaBOB C IIepuap-
TUKYISPHbBIM BOCIIaJIeHMeM, MMAJITUM, IONVMUO3UT,
nuMdaneHonatuio, GuOpo3UpPyIOILNIl aTbBEONUT, Iep-
BUYHYIO JIETOYHYIO TMIIEPTEH3MIO, IUIEBPUT, NepuKap-
INT, MMOKApAUT, TUPEOUAUT XaIlXMOTO, IJIOMEpYIIo-
Hedpurt, cunapom lllerpena, sI3BeHHBIN KOMUT, 60/1€3HDb
KpoHna, nayonarndeckyio TpoMOOLMTOIEHNIO U PyTHe
3a00/1eBaHMs.

[TeyeHouyHass sHuedanonmaTis pasBUBAETCI B Tep-
MUHAJIBHO CTajuyl, TIPU3HAKM «Masioi» IeYeHOYHOI
HEIOCTaTOYHOCTY (COHIMBOCTD, BANOCTb, CHIDKEHIE
TPYROCIIOCOOHOCTM) 4YacTO HAOMIOJAITCA B HEPUOT,
oboctpenus 3ab6omeBanus1. BompIIMHCTBO 6ONBHBIX TO-
rnOA0T B TEUEHME TIEPBBIX JIET 3a00/IeBaHMsL, 0COOEHHO
IIpY HEIIPEPBIBHO PELMAMBUPYIOLIEM TeUeHNUM, Y JaCTU
60/bHBIX HOPMUPYETCSI MAKPOHOY/LIPHBII LIMPPO3 Tie-
gyenu (IJIT). CrefyeT OTMETUTD, UTO IEPEXO XPOHIYeE-
ckoro AWT B IIIT conpoBoxkpaeTcs 60see BBICOKOIL JIe-
TaJIbHOCTBIO T10 CPABHEHUIO C aKTUBHBIM XBI.

Co cTOpOHBI Ta60PATOPHBIX MOKA3aTENEN UMEIOT Me-
CTO crepytomye u3MeHeHu:A: yckopenHasas COD (ot 40 no
60 Mm/4); uToneHus, 303uHobmsA (0T 9 10 48 %), Ua-

cTo B codetanuu ¢ Kym6c — ImomoxxmuTenbHOM reMou-
TUYeCKOli aHeMMUell, pe3koe mosbimenue AJIT (8 7—10
pas3 BbIIlle HOPMBI) IIpY 060CTpeHUN,
— peskoe HoBbIlIeHMe OMpy6uHa (6onee 10 pas),
HapacTaHye TYMOIOBOJL IPOOBI;

— TNOoNoXuUTeNbHbII LE — K/IeTOYHBbIN TecT, Haju-
4ye ayTOMMMYHHBIX aHTUTeN (ANA, SMA, LKM-1
U [p.), BUCHpoTenMHeMus (rumoanbOyMmHemus,
IMIepraMMaraioOynnHeMus B COYeTaHUM C Hapac-
taveM IgG), HOMOXWUTENbHBI pPeBMATOMHbIN
(akTOp, peakuys CBA3BIBaHNA KOMIIEMEHTA.

Huarsos

Huarnos AWI ycraHaBnuBaeTcd IpU OTCYTCTBUU
B aHaMHe3e reMoTpaHcdysuit, mpremMa rermaroToKCuye-
CKIX MeI¥KaMeHTOB, 3/I0YIOTpe6IeHIs aJIKOTOTIeM, TPy
yPOBH:AX Yy-17100ymmHOB u IgG 6ornee, yeMm B 1,5 pasa npe-
BBIIIAIOIMX HOPMaJ/IbHble 3HaueHus, Ipu TuTpax ANA,
SMA, LKM Bpimie 1:88 py1s B3pOC/BIX. 3HaUUTEIbHO
¥ B OOJbIIEN CTEIeHU IOBBIMAeTCSA aKTUBHOCTD AJIT,
ACT, y-ro6ymHoB, IgG no cpasaenuso co P u I'TTIT
Ha ¢oHe XapaKTepHBIX [yisi 3aboneBanms aneneit HLA
B8 u DR3 y 6onmpunHcTBa 6071bHBIX (80 %).

Iuarno3 AVIT MoxeT OBITb YCTQHOBJIEH TOMBKO IIO-
CJle MICKIIoueHnst 6omee pacpocTpaHeHHbIX 3ab0/eBa-
HMII TIeYeHM, TaKUX, KaK aJIKOTO/IbHbIE, JIeKApCTBEHHbIE
U BUPYCHBIE TeTIaTUThI, IepBUYHbIE Ay TOMMMYHHbBIE XO-
jlecTaTudecKkue 3aboeBaHus neyeHu, 60me3sHb Bubco-
Ha-KoHOBa/I0Ba, HEOCTATOYHOCTD anbdal-aHTUTpHII-
CUHA HacJIe[ICTBEHHBII TeMOXPOMATO3.

Tabnuya 1
Muarnocrnueckue kpurepuu AUIL, paspaboranHbie
AMepHKaHCKOIT acconuanueii o U3y4eHuo 6onesHeit
neuyenu (AASLD) (mo B.T. VIBamkuny u coast., 2009)

Kputepwuii Konnuectso 6annos
MoBbILEHME YPOBHS CbIBOPOTOYHOIO
Ig G, r/n:
6onee 16 1
6onee 18,5 2
AyToaHTuTEna:
ANA, ASMA nnn LKM 6onee 1:40 1
6onee 1:80 unn SLA/LP+ 2
fucrTonornyeckasn kKapTuHa:

He NpoTUBOPEYUT anarHosy AU 1
xapaktepHa ansa AUl 2
OTCcyTCTBME BUPYCHOMO renatmra 2

Bonee 5 6annoB — guarHo3 AUl BeposaTeH;

6onee 6 —punarHo3 AUT noaTeepXxaeH

Mopd¢onorusa

XapaKTepHbIM ABJIAETCA BBICOKAs CTENl€Hb aKTUBHO-
CTM XPOHMYECKOTO TeraTtuTa (HOPTaIbHBIL U NepUIIop-
TaJIbHBIII MOHOHYK/I€APHO-K/IE€TOUHbII UHPUIbBTpAT —
OT CTYIIEHYATBIX 10 MOCTOBYHBIX M MY/IBTU/IOOY/IAPHBIX
HEKpO30B), HPEUMYILIECTBEHHO MMMQOIIIasMonmuTap-
Hasi MHOWIbTpALs, MPU3HAKA JIOOY/ISIPHOTO relaTuTa
C BbIPa>KE€HHOM I/Ta3MaTUY€CKOI peaKIuern.

CywecTBeHHBIM MOP(OIOTMYecKuM IpusHakom AVT
CYUTAETCS HA/IM4Ne B COCTaBe MHPUIBTPATa 3HAYUTENb-
HOTO KO/IMYecTBa I/Ia3MaTMYECKMX KJIEeTOK, COfeprKa-
mux IgG.
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[Tpy MMMYHOTMCTOXMMMYECKOM UCC/IEeOBAHUU MOXK-
HO 06HapyxunTh aKkcmpeccuio HLA xiacca II Ha rema-
TOLUTAX, a TakxKe fAnddepeHMpoBaTh MOATUIIBI INM-
¢dounros: oTHotrenne nogruios CD4/CD8 cocrasrsiet
npu AWUI 1:1, Torga Kak npyu XpOHMYECKOM BUPYCHOM
relaTUTe OTMeYaeTcsA OTYeT/INBOe IpeobnafaHue MOf-
tuna CD8.

Jleyenme
Henbro Teparum AV ABnAeTca mnpefoTBpallieHMe
nporpeccupoBanus 3aboneBanns, paspurusa LIIT u re-
narouenonsapHoit KapiuHoMsr (I'LIK).
CornacHo pekoMeHpanyuaM skcneproB AASLD Tepa-
st 06513aTe/IbHO OKa3aHa B CIIEAYIOLINX Cy4asix:
— IpU TOBBIIIEHNM AaKTUBHOCTM CbIBOPOTOYHBIX
TpaHcaMuHa3s B 10 pas u 6ojee OT BepXHell IpaHU-
LIbI HOPMBI,

— IpM TIOBBIIIEHMM AaKTMBHOCTM ChIBOPOTOYHBIX
TpaHcaMuHa3 B 5 pas, ypoBHs raMMa-I7I00y/IHOB
B 2 pa3a OT BEpXHeJ IPaHMI1Ibl HOPMBI,

— TIIpU CTYHEHYATBIX VI MOCTOBUIHBIX HEKPO3ax

B OJIOIITaTe ITeYeHN.

TpagunuonHo ana nedenns AVII' B TedeHMe y>ke MHO-
TUX JAECATUIETUI MCHOIb3YIOTCA ITMIOKOKOPTUKOCTE-
poupel (I'KC) B Buze MOHOTepanmy MM UX codeTaHMe
C IMTOCTAaTUKAMI — a3aTUONPMHOM, 6-MepKaITONypu-
HOM B Te4yeHue [/INTe/IbHOTO BpeMeH, a IIpU HeoOXoxu-
MOCTU U NOXU3HeHHO. IlonukioHanpHas raMManaTus
ABJsieTcsa nokasaHueM mid nedenusa 'KC u nurocratu-
KaM1 B 0ojlee BBICOKMX [03aX, YeM IIPU BBIPAKEHHOM
HEBMPYCHOM LIUTONM3E.

Tabnuya 2
IToxasanms k megenmio AUT
(mamubre xmmanku Maiio (VMBamkun B.T., 2001))

ABCONIOTHbIE OTHOcuTenbHble | JleyeHue He NpoBOAUTCS

BblpaxeHHble CuMNTOMBI YyMe- beccuMmnTomMHoOE Te-

CUMMTOMBI PEHHO BbIpaXeH- YeHue ¢ HeGOoIbLLMN
HbIE€ WX OTCYT- nabopaTopHbIMU U3Me-
CTBYIOT HEHMSIMK
HeyknoHHoe ACT 3-9 HopmMm ACT <3 HopMm
nporpeccupo-
BaHue

ACT > 10 HOpM | y-rnOBYNUHbI < 2

HOPM

BbipaxeHHas
unToneHus

ACT > 5 Hopm+ | TNepunopTanbHbIit MopTanbHbIN renatnT

Y-rnobynuHbl > renatut
2 HopMm
MocToBuaHble HeakTuBHbIN LMPPO3
N MynbTU- JekoMneHcnpoBaHHbI
nobynspHble LIMPPO3 C KPOBOTEHYEHN -
HEKPO3bl €M 13 BEH NnuLLeBoaa

B aHaMHe3e

IIpu AVI HasHayaeTcs HPESHM3ONOH MM METUII-
IIPeJHN30/I0H WU OyfeHOo(anbK B KadeCTBE MOHOTeE-
pammy (OCHOBHOJ MeXaHW3M AEVICTBUSA — HapylIeHMe
IOPOAYKUMM LMTOKMHOB, KOTOpbIE yYacTBYIOT BO B3a-
VIMOZIEMICTBMM VMMMYHOKOMIIETEHTHBIX KJIETOK, BbIpa-
JKEHHbIJI TPOTMBOBOCIAUTENbHBIN, MMMYHOCYIIpec-

cuBHbI 3¢ dexTs). [IpenHM3010H HasHAYaETCs B 03€
60 Mr/cyT B TedyeHMe IepBOIl HelleN, B MOCTeRYIOeM
[O3y Ipelapara CHIDKAOT Ha 10 MT /Hem mO JOCTMKe-
Husd 30 Mr/cyT. 3aTeM CHM>KeHME JO3bI IIPOM3BOIAUTCS Ha
5 Mr/Hep TeX OP, 1Toka yposeHb AJIT 6yner Menbie 2N.

IIpepun3sonon B go3e 10—20 Mr B coueTaHuUM C asa-
TUONPUHOM (MMMYHOJIEIIPECCAHT, MOfIaB/IsgeT aKTUBHO
nponvdepyupyolye UMMYHOKOMIIETEHTHBIE KIIETKI,
cHIKaeT B-kerky, yposens Ig G u T-xenmepos) B mose
50—100 wmr. IloppepxmBaromye [O3bl IPENHM30/IOHA
5—10 mr, asatuonpuna — 25—50 mr. BmecTo asartmo-
IIpYHA MOYKHO JICIIO/Ib30BaTh 6-MepPKAINTOIIYpUH B [j03€
25—100 mr/cyT B KOMOVHAIIM C IPETHMU30/IOHOM.

ITpu nonoxuTeNnbHOM OTBETE Ha JIedeHNe MUMMYHOCY-
[IPEeCCOPBI MOTYT ObITh OTMEHEHBI Yyepe3 1—2 ropa mpu
OTCYTCTBUM BOCIIAJINTE/IbHBIX M3MEHEHUII B Ie4eHOY-
HOM 61omraTe.

Bynenodanbk (6ygecoHns) — TONMYECKUIT KOPTUKO-
cTepou/l, Ha3Ha4YaeTCsA B KaICy/ax 1o 3 Mr 3 pasa B CyT-
K1 3a 30 MMH [0 efibl CPOKOM 8 Heflelb, TP GOCTVDKEHNN
peMICCUN 03y YMEHbIIAIOT 10 3 MT 1 pa3 B CYTKIL.

Ha ¢oHe gautenpHOl Tepanyuy INTIOKOKOPTUKOUAAMMI
MOIYT pasBUTbcsA A3BbI XKenynka u JIIK, cungpom Ky-
LIVHIA, OKMPEHMeE, aKHe, OCTeONopO3, IOBbIIIeHNEe ap-
TepUATbHOTO JaBleHMUs, KaTapakTa, CTEPOMUIHBIN [yua-
6eT, nHGEKIMOHHBIE OCTOXHEHSI.

Y 10% manueHTOB, NPUHMMAKMINX a3aTUONPUH
B fiode 50 Mr/cyt, pa3BuBalOTCA IOOOYHBIE 3(eKTHI
B BUJI€ X0/IeCTaTUYECKOrO TeNaTuTa, IaHKpeaTuTa, yrue-
TaeTCcsA KOCTHOMO3IOBO€ KPOBETBOPEHIE.

OTHOCUTENIBHBIMY IIPOTUBOIIOKA3AHMAMY K JI€YEHUIO
A3aTHONPUHOM SB/IAIOTCS JIEMIKOIEHNA, KPaTKOBpeMeH-
Hoe JiedeHe, 6epeMeHHOCTD, 3/I0Ka4eCTBEeHHAs! OIYXOJIb.

B 6ompummncTBe cnmydae AVI moppmaeTcs yiedeHuIo
KOMOWHaIel IpeqHn30moHa u azatuonpuHa. OgHaKo,
110 COBpEMEHHBIM cBefieHUAM, 20 % MalyeHTOB OCTaloT-
Csl HEeBOCIPUMMYMBBI K YKasaHHBIM IIperapaTaMm WM
IIJIOXO X NEPEHOCAT, 10 % BBIHYXIeHbI IPEKPATUTD JIe-
YeHMe B CBA3M C Pa3BUTHEM CePbe3HbIX IIOOOYHBIX 3¢-
(hekTOB.

Ina neuenus tsxenoit popmel AV ucnonbayorcs
ClIefyIolIMe CXeMbl JIedeHUA:

— npegHn3onod — 30 Mr — 1-a "Hepend, 20 Mmr — 2-4
Hemens, 15 Mr — 3-s u 4-a Hemenu, 10 Mr — mof-
Iep>XMBaromas fjo3a + azatmonpuH 50 Mr mocro-
STHHO II0CTIe 1-11 Hemenu; UIn:

— npegHu3onoH — 60 mr — 1-g Hepend, 40 Mr— 2-4
Hepmens, 30 Mr — 3-a u 4-a Hegenu, 20 Mr — MoA-
Inep>xuBaomas fo3a. OTHOCUTEIbHBIMU IIPOTUBO-
MTOKa3aHUSIMHI K JIEUeHUIO SBJISIOTCS: IIOCTMEHOMa-
y3a, 0CTeoIopo3, fuabert, apTepuanbHas IUIepTo-
HISA, CUMIITOMBI TUIIEPKOPTULIVI3MA; VIIN:

— OyneHodaabk — 9 MI' B CYTKI + YPCOe30KCUXOTIe-
BaBs Kkucnorta (YIXK) 13—15 mr/kr/cyT.

C coBpeMeHHbBIX TO3UIMI IpuopuTeT B eyeHnu AT
IPUHAJIIEXUT YPCOLEe30KCUXONeBOI KIUCIOTe, KOTopasd
obnajjaeT IUTONPOTEKTUBHBIM, VMMYHOMORYINPYIO-
MM, AHTUXOTECTATUYECKUM ¥ aHTUOMDPOTHUIECKNM
[eiCTBUEM, OCOOEHHO MpM BBIPAKEHHOM XOJECTA3e,
B fose 15—20 mr/kr/cyt. IlpumeHserca B KauecTBe
MOHOTEpAIN WY B KOMIIEKCE C IPeJHI30/I0HOM WK
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6yneHo¢anTbKOM ¥ a3aTHOIPUHOM, YTO II03BOJIAET CHU-
3UTb BO3BI ¥ YMEHBUIUTD T060YHBIE 9 HEeKThI ITUX IIpe-
I1apaTos.

[Tpu mocTvrkeHnMn cTabmunM3anuy akKTUBHOCTH 3a060-
JIeBaHMA B KadeCTBe HMOANEP>KMBAIOIIEN Tepanmy BO3-
MOYKHO Ha3HauyeHNe relaTonpoTeKTOPOB-aHTUOKCH/aH-
TOB: CH/IMMapMHCOfiep>Kalux (7ierasioH), BMecTe ¢ KOM-
I/IEKCOM BUTAMUHOB TPYTIIbI B.

ITpu AUI, coueTaromuxcs ¢ MepCUCTeHIMel BUpyc-
Hoyt undekuun (HBV- u HCV) pexomenpayercs nede-
HUe B TedeHne 3-6 MeCsIIieB B 3aBIUCUMOCTH OT IIpeobia-
IDaHUA ayTOMMMYHHBIX (IIpESHMU30JI0H) WM BUPYCHBIX
(mporusoBupycHble npenaparsl VIOH-a) nposasneHui
607e3HM.

[TponomXUTeNbHOCTD TPagULMOHHOTO ledeHus AVl
00yC/IOB/IEHa TeM, YTO IIOCTIe HOCTVKEHWS PEMUCCUM,
Tepanuio HeoOXOAMMO IPOJO/KATh ellle B TedeHye
He MeHee 12 mec. IIpu mpekpalneHun aedeHUs peax-
TUBaLMs 3a007eBaHMA B TeUeHNUe rofa HabmofaeTcs
y 80—90%. Bompoc o TOM, KaKyo IOAEP>XKMBAIOLIYI0
TEepaINIO Ty4Ille Ha3HAYUTb (TONBKO a3aTOIPUHOM VTN
a3aTHOIPMHOM B KOMOMHALIMY C IIPEJHU30/I0HOM), pe-
IIAaeTCS VHAMBUAYATIbHO, B 3aBUCHMOCTY OT II0OO0YHBIX
3¢ dexToB nmpemaparos.

B cnyyasx HemocTaTouHON 3¢ EKTUBHOCTY Tpaamu-
LMOHHOII Tepanuy npu nedenuu AV Ucnonb3yroT um-
MYHOCYIIPeCCOpbI pasHbIX (papMaKomOrnyecKux IPyILL:
Takponumyc (mporpad), HMKIOCHOPKH A (CaHAUMMYH),
nuknopochamus, MukodeHonar ModpeTnna u gpyrue,
OJJHAKO OHM He MIMEIOT HOATBEPXKAEHHON JOoKa3aTelb-
HoIt 6asbl mpu nedenuu AU

Jpyrue anbrepHaTUBHble cTpaTermy naedeHusa AUT
BK/IIOYAIOT Ha3HaueHNe MeTOTpeKcaTa, 6-TUOIyaHMHa,
nHpmukcumaba (aHtn-TNF-a) u purykcumaba (aHTnm-
CD20), ogHaKO KIMHMYECKUX JAHHbBIX Ha CETONHAIIHMIA
IeHb HeZOCTaTOYHO IS OLeHKU Hpodunst s¢deKTus-
HOCTU 1 6€30IIaCHOCTH.

BxroueHMe MeTOOB 9KCTPAKOPIOPAIbHOI FeMOKOp-
pexuyu (o6beMHBbIN InasMadepes, Kpuodepes, 3KC-
TPaKoOpIOpaibHasA Tepanusa) B KOMIIIEKCHYIO TepaIuio
AN mosBonAeT yIy4lIUTb pe3y/IbTaTbl JI€4eHMA: Ha-
OnmiofiaeTCst perpecc KIMHUYECKUX CHMIITOMOB, CHIDKa-
eTCsl KOHIIEHTpPALMs ChIBOPOTOYHBIX TaMMa-I7o0ymm-
HOB U TUTP aHTUTEJL.

Pernus 3aboneBanns HabmopaeTcst y 50 % IaneHToB
B TeueHMe 6 MecsAleB IOoC/e MpeKpallieHns Tepanun u y
80 % 4epes 3 roga. OH accouuMpoBaH ¢ GopMUPOBaHUEM
nuppo3sa y 38 % 6OMbHBIX ¥ pasBUTVEM ITeYEHOYHOI He-
moctato4HOCTH Y 14 %. Peruans Hepenko TpebyeT BO3-
BpallleHMsI K VHMLIMMPYIOLUM [03aM IIPefHU30/I0HA U
asaTmonpuHa, 1mubo, Mo KpailHeil Mepe, UX HOBBIIIEHNSI
10 CPAaBHEHMIO C ICXOTHBIMIU CXeMaMM JIedeHN .

IIpornos

He nedeHHbIT ay TOMMMYHHBIV T€IaTUT MMeET IJIOXOM
IIPOrHO3: 5-JIETHASA BbDKMBAEMOCTb cocTaBnAer 50 %,
10-nmetHAa — 10 %. IIpu nevennn AUT coBpeMeHHbIMU
MeTtofiaMu 20-71eTHAA BbDKMBAaeMOCTb IpeBbimaeT 80 %,
IIpU pasBUTUM AeKoMIeHcupoBaHHoro IIIT ona cHuka-
ercs 1o 10%. TpaHcnmaHTanys me4eHu JjaeT XOPOIINIA
pesynbrar.

INommumo Tpaguumonunsix tunoB AV, BcTpedaroTcs
Ho3o7morn4eckye GopMbl, UMEILINe HAPSAY C KIacCh-
yeckuMy npusHakamy, 4epTst I1B1, IICX mnm xponu-
YeCKVX BUPYCHBIX TelIaTUTOB.

Janusle popMbl 0003HaUaIOTCs Kak overlap — cmH-
IEPOMBI T. €. «ABe O0/Ie3HN B OHOI TIeYeH» WU Hepe-
KpeCTHbIe ay TOMMMYHHbIE CUHAPOMBI.

Overlap-cuuapoMbl — 9TO0 KOMOMHMPOBaHHBIE 3260-
7IeBaHUs TI€YeHN, KOT[ja HeBO3MOXXHO oTauddepeHin-
POBaTb U OT/ATh NPEANIOYTEHME OFHOMY JVIarHO3Y.

B maroreHese mepeKkpecTHBIX CMHAPOMOB (overlap —
syndrom) nmMeeT MeCTO HapyIlleHe MIMMYHOTOTMYEeCKOI
TOJIEPAHTHOCTY IIOf] BO3[IeIICTBIEM TPUITEPHBIX (paspe-
HIaoyx) pakTOPOB y /UL C TeHETHUYECKOT IIpepacIIo-
JIO)KEHHOCTBIO.

Pasnuyaror gBe IaTOTeHeTUYeCKue TUIIOTe3bl pas-
BUTHUA IEPEKPECTHBIX CUHAPOMOB. COITTacCHO OJfHON 13
HUX OJVH MIN HECKOJIbKO TPUITEPOB MHAYLMPYIOT Ca-
MOCTOSITE/NIbHbIE ayTOMMMYHHbIe 3a00/IeBaHus, KOTO-
pble 3aTeM BCIIEACTBIE OOLHOCTY HEKOTOPBIX TaTOTeHe-
TUYECKMX 3BEHbEB IIPNOOPETAIOT YePThI IEPEKPECTHOTO
cuHpgpoMma. JIpyras rumoresa oObsACHAET pa3BUTHE Iie-
PEKPEeCTHOTO CMHIPOMa HEIIOCPENCTBEHHBIM BIVISTHUEM
paspelaolero GpakTopa Ha COOTBETCTBYIOLIEM TeHEeTH -
yeckoM ¢oHe.

BrigensaioT 4 BapuaHTa overlap- cungpoma:

— AWNI/IIBL,

— ANUI/IICX,

— AWNI'/ AUX (AMA — ueratususbii I1B1]),

— AU/ XTC.

WctunHblT nepekpectHblit cuagpom mim AVT/IIBI
XapaKTepu3yeTcs CMeIIaHHOM KapTUHOI 060ux 3aboe-
BaHWIT 1 Habmropaetcs y 9—10% ot o61ero yucna 6071b-
HbIx ITBIT u'y 8—9 % 60nbHbIx AUT-1 THIIa.

JIMarHo3 IepeKpecTHOTO CMHAPOMA YCTaHABIMBAIOT
IpY HaIM4MM He MeHee [BYX U3 4YeTbIpeX KpUTepueB:
AJIT ne menee 5 HopM, IgG He MeHee 2-x HOpM, SMA
B [MaTHOCTUYECKOM TuTpe (>1:40), Hamu4me mepunop-
TaJIbHBIX CTYIIEHYaTbIX HEKPO30B.

Omucanpl 2 Bupa oBepnan-cuugpoma AWI/IIBLI:
[IpY TIEPBOM TOMMHUPYIOT TMCTOMOTMYECKIE IPU3HAKY
AT u BBIABIAIOTCA aHTUMUTOXOH/IpYa/IbHbIE AHTUTE/IA
(AMA), npy BTOpoM — JOMMHMPYIOT TUCTOTIOTMYECKIE
npusHaku [1B1], Ho AMA He onpepensoTCA.

Osepnan-curgpom AUI/IIBL acconuupyercs ¢ HLA
B8, DR3, DR4. 9t0 3aboneBaHye Iporpeccupyer Obl-
crpee, yem tunuanbi [IBII, mpn sToM ckopocTs mpo-
IPeCcCHPOBaHNs KOPPENMPYeT C BBIPAKEHHOCTbIO BOC-
HaJINTE/IbHO- HEeKPOTUYECKUX VM3MEHEHMI IapeHXMMbI
HeYeH.

B sedeHMH MCIIONB3YIOT KOMOMHAIIMIO MPeRHM30/I0-
Ha min OyJeCOHNa C IpernapaTaMu ypCope30KCIxoe-
Boit kucnotsl (YIXK), nnn moHortepamuio YIXK, uto
CIIOCOOCTBYeT JOCTVIKEHMIO PeMUCCUY Y OOJIBIIHCTBA
6onbHbIX. JledeHne ciefyeT HauMHATh C MOHOTEpAINuyu
npenaparamn YJIXK (13—15 mr/kr/cyT), B cnydae oT-
CYTCTBUA OTBeTa Ha JIe4eHNe Yepe3 3 MecsAla IpUCOenu-
uate ['KC. s mpopieHns COCTOSIHUSL PeMUCCUY Ha-
3HaYaeTCsA NOANEP>KMBAOIAs TePaIys IPeTHN30I0HOM
B mose 10—15 mr/cytkn mnm OypmeconupoM (6ypeHO-
¢anpk) B gose 9 mr/cytku n YIXK B foze 13—15 mr/kr
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MAacChl TeNla B CYTKM Ha JymTenbHoe Bpems. IIpu Hepo-
CTaTO4YHOI 3G (GEKTUBHOCTU JeUeHNA MPeJHN30/I0HOM
TOIONHUTENbHO HasHA4yalOT a3aTMONpPUH B Jo3e 50—
100 mr B cyTKu, wm B kom6uHaym ¢ YIXK.

Iepexpectnpnit cungpom AUT/TICX cocrasnset 6 %
OT ayTOMMMYHHBIX 3a00/IeBaHNUII Ie4eHN, Jallle BCTpe-
YaeTcs y JieTel, HOAPOCTKOB 1 JIML, MOJIOJOTO BO3PacTa.
[TposBnsieTcss KIMHMKO-OMOXMMUYECKUMI IIpU3HAKA-
mu AWI, B manpHelIeM IPUCOEAVHAIOTCSA CUMIITOMBI
[ICX ¢ BBIpa>kKeHHBIMM OMOXMMUYECKMMY P OSIBIICHMS-
MM X0JIecTasa ¥ GUOPO3HBIMI M3MEHEHMAMU >KeTUHbIX
IPOTOKOB B OMONTAaTaxX Ie4eHU. LobHble MOfIBep>KeHbI
TIOBBIIIEHHOMY PUCKY Pa3BUTUA OCTEONOpPO3a M OMIN-
apHOTO CeNCMCa, YTO OrpaHUYMBAET MUCIIONb30BaHUE
B JIe4€HUM IIPENHM30/I0HA M a3aTVOIPUHA.

K pmarHocTmyeckum KpuUTepUsAM IEPEKPECTHOTrO
cuagpoma AWI/TIICX oTHOcuTCA: 4YacTasd accolya-
IMA C BOCHAMUTETbHBIMYU 3a00/IeBaHMAMY KUIIEUHNKA
¥ BBIAB/ICHVEM IIePMHYK/IeapHbIX aHTUHENTPOPUIb-
HBIX nurorvtasmarndeckux anturten (pANCA). Xapak-
TepHbIM siBrisieTcs nosbienne AJIT, ACT, ITTII (1P
y ZeTen 1 MofpocTKoB B 50 % cny4aes B Npefenax HOP-
MBI), BBICOKas KOHLieHTpauusA IgG, BbICOKMIT YpOBEHb
y-rmo6ynuuoB, BoisBieHre ANA, SMA B ceIBOpOTKe
KpOBU, XolmaHrnorpapudeckas kaprusa I1CX, rucromno-
rudeckas kaptuHa IICX, AU (pexe) uay KoMOMHALMA
IIPU3HAKOB.

YOXK maeT HOMOXWUTENIbHBIA TepaleBTUYeCKU 3¢-
GexT B fo3e 20—30 MI/KT Macchl Te/la B CyTKIU ABJIAETCA
cpencTBoM BbIGOpa B jedeHuu cuHmpoma AUI/TICX.
I'KC 1 MMMYHOZeTIpeCcCaHTbl MOTYT OBITh He 9 QeKTUB-
HbI, TI0O3TOMY JIe4eHNe IPOJIO/DKAETCSA MOBbIIIEHHBIMU
mosamn YIXK.

OBepran — cungpom AUI/AUX cocrasnser 5—11%
OT BCeX ayTOMMMYHHBIX 3a00/leBaHMIl medeHn. Juarnos
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