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TEMHOVI KpacHOV Bos1YaHKu. [peactaBieHbl B3r/siAbl Ha POJ1b BUPYCHOM UH-
ek, reHeTu4eckux pakTopoB 1 NMoJI0BbIX TOPMOHOB B pa3BuTv 3a60-
JsieBaHusi; oxapaktepunsoBaHbl aepekTsl T-, B- u NK-numpoumntoB; 06Ccyx-

JleHa poJib HapyLLIeHWN NpoayKUNY ULUMTOKUMHOB, Ae(MEKTOB TO/1epaHTHOCTU
K ayToaHTUreHam vl USMEeHEeHW aNOTUM-aHTUUANOTUMNNYECKUX CETE, N3-
JI0XKEHbI COBPEMEHHbIE rnpeacTassieHns 06 aytoaHtutenax k JHK, pactso-
PUMbIM aHTUreHaM TKaHeBbIX PUOYHOKIE0NPOTENHOB, aHTUreHaM LNTO-
nnasmbl HEVTPOGUIIbHbBIX rpaHy1oumMToB. OTAE/IbHO PACCMOTPEHbLI HEKO-
TOPbIE acrekTbl nartoreHe3a BoJ4aHO4YHOro rfioMepysoHeppuTa.

BBEAEHUE

CuctemHas kpacHas BonyaHka (CKB) — xpoHuye-
CKOe MynbTUCUCTEMHOE 3a60N1EBaHME C MHOrO00Opas-
HbIMM AedeKkTaMn UMMYHHOM PEFYNALMN, XapakTepu-
3yloLLeecs HapyLLIEHUAMY TOIEPAHTHOCTU K ayTOaH-
TUreHam KNeTo4YHbIX 94ep, unuTonnasmel 1 MemopaH
1 o6pa3zoBaHUEM ayTOAHTUTEN K 3TUM CTPYKTypam
(Hansen A. et al., 2007; Rahman A., Isenberg D.A.,
2008).

B HacTosilLem coobLieHn ocTaHOBUMCS Ha 00-
LWENPUHATBIX M OCTATOYHO XOPOLLO N3YYEHHbIX Kap-
OMHanbHbIX BONpocax aTnonornm n natoreHesa CKB.
PaccmoTpurM COBpEMEHHbIE B3rsabl HA POJib BUPYC-
HOM NHEKLNUN, FTEHETUYECKNX (PAKTOPOB 1 MOJIOBbIX
rOPMOHOB B pPa3BuTUM 3ab60neBaHNs; oxapakTepuay-
em passuBatolmecs npu CKB nedekTbl T-, B- 1 NK-
nmmooumToB; 06cyanmM NaTodU3nNoNornieckyto posb
HapyLeH NPOAYKLMN LUTOKNMHOB, AehEeKTOB ToNe-
PaAHTHOCTU K ayTOAQHTUreHaM N U3MEHEeHU nanoTumn-
AHTUNOMOTUNMMNYECKMX CETEN, PACCMOTPUM acnekTbl
nonunkoHanbHoro B-knetoyHoro oteeta npu CKB,
COBpPEMEeHHble NpeacTaBsieHMs 06 ayToaHTUTenax
(ayTo-AT) k AHK, K paCTBOPUMbIM aHTUTEHaM TKaHe-
BbIX PUOYHOK/1IEONPOTENHOB, K @HTUIEeHaM LIUTOMIa3Mbl
HENTPOPUNBbHbLIX FPaHYIOLMTOB, 0COOEHHOCTN HEKOH-
TPOMPYEMOro MMMYHOKOMIMIEKCHOMO NpoLEecca npu
CKB (Ardoin S.P., Pisetsky D.S., 2008; Horwitz D.A.,
2008; Sestak A.L. et al., 2008). OToenbHO paccMmo-
TPUM HEKOTOPbLIE aCneKTbl MaTOreHe3a BO4aHO4YHO-
ro rnomepynoHedputa (BrH).

POJIb BUPYCHOU UHDEKLINN

B nocnegHue rogpl OTMeYaeTcs akTmBaumsa nccne-
[0BaHWI BO3MOXHOM POSIY BUPYCHOM MHGEKLMN B pas-
BTN CKB, 4TO CBSI3aHO C YCTAHOBJIEHMEM HaNN4US
OTYETNBbIX B3AVIMOOTHOLLEHWI MOSIEKYIIPHON UMMY -
HONOMMYECKON MUMUKPUN MEXAY NPOTEMHAMM BMpYyCa
OnwrTtenHa — bapp 1 HekoTopbiMK ayTo-AT Npu Bo-
YaHKe Yy 4enoBeka 1 9KCNeprMeEHTasbHbIX XXMBOTHbIX.

FTEHETUYECKUE ®AKTOPbI

MpeactaBneHo A0BOSIbLHO MHOIO A0Ka3aTesbCTB
CYLLEeCTBOBaHUS FrEHETUYECKONM NpeapacnonoXeHHO-
ctn Kk CKB y yenoBeka, 0 4eM CBMOETENbCTBYIOT Cce-
MeWHasa 1 9THUYecKas NpeapacrnoioXeHHOCTb K 3TO-
My 3a060/IEBAHMIO N €ro CBSA3b C Pa3fINYHbIMUN FreHe-
Tnyeckumm daktopamu. Tak, ecnm 3ab6oneBaeMocTb
CKB B 06wwen nonynsauuu Bapbupyet ot 1:10 000 oo
1:1000 HaceneHus, TO y POACTBEHHUKOB NEPBON CTe-
neHu poacTea oHa coctaenseT ot 1:250 no 1:20. 3abo-
nesaemMocTb CKB y MOHO3UroTHbIX 6nn3Heros ¢ CKB
nocturaet 260%, ay AN3NroTHbIX NTpUbnxKaeTcs K Ta-
KOBOW Yy pOOCTBEHHMKOB NEPBOI CTENEHN POACTBA.
B CLLIA 3a6onesaemocTtb CKB y npeactaButenein He-
rponaHOM pachkl C YEPHOW KOXel B 3 pa3a BbilLE, YEM
y nnu, eBponeonaHom pacel (Sestak A.L. et al., 2008).

Cpeau reHeTnyeckmx GpakTopoB, onpenensiomx
npeapacnofioXeHHOCTb K pa3sutmio CKB (nnn ot-
OeNbHbIX UMMYHOJIOTMYECKUX MU3MEHEHWIA, MOBbILLIAIO-
LMX PUCK ee BOSHUKHOBEHWS), BeAyLLLEE MECTO OTBO-
OWTCS reHaMm rnaBHOro Komrinekca rmcTocoBMecTUMO-
cTu. Y 60nbHbIXx CKB HabnogaeTcs npesannpoBaHme
onpegeneHHbix rannotunos HLA-cuctemsl | knacca
(A1, B7, B8, B8, B18, C4A, C4B), Il knacca (DR2 —
annenn DRB1*03, DRB1*15, DRB1*16, DRB1*1601,
DRB1*1503; DR3, DR7, DQ2, DQ3 — annenn
DQA1*0102, DQB1*0502, DQB1*0602, DQB1*0201,
DQB1*0303, DQB11*0304) u lll knacca. NokasaHo,
41O puck pa3emTna CKB cyLLLeCTBEHHO MOBLILLAETCS
npuv HaNN4YMM y o6cnesyemMoro 0oqHOBPEMEHHO 2 ne-
peuuncneHHbix rannotunos HLA-cuctemsl.

oJiIOBbIE TOPMOHBbI

Ha onpepaeneHHyto posib NosIoBbIX FTOPMOHOB B pa3-
BUTUM CKB yka3blBaeT 3HA4YMUTENbHOE NpPEeBanpo-
BaHMe 3a00/1eBaHUA Y XEHLIWH PenpoayKTUBHOIO
BO3pacTa, Y4TO CYLLECTBEHHO MEHbLUE €ro pacnpo-
CTPaHEHHOCTM Yy AeTel 1 NunL, NOXMUIoro Bo3pacTa.
MonyyeHbl Aoka3aTenbCTBa HapyLLIeHUs MeTabonna-
Ma 3CTPOreHoB y 60sbHbIX CKB 1 UX poaCcTBEHHUKOB,
4TO NpencTaBnsAeTCs BaXHbIM B CBETE AAaHHbIX O BIN-
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nornapn HA NPOBJIEMY

AHNK NOJIOBbLIX TOPMOHOB Ha r'EHbl, KOHTPOMPYIOLLNE
VIMMYHHBbIN OTBET.

MMMYHOMNATOJIOrM4YECKUE
MEXAHU3MbI

B natoreHese CKB BaxxHOe€ MECTO OTBOAUTCS UM-
MYHHbIM MEXaHN3MaM, MHOIME aCMnekTbl KOTOPbIX, He-
CMOTPS HA MIHTEHCMBHOE U3Yy4EeHME, OCTaIOTCS HESICHbI-
Mn. CKB xapakTepusyeTcs U3MeHeHnsIMn npakTnye-
CKW BCEX U3BECTHbIX QYHKUUA UMMYHOKOMMETEHTHbIX
KNETOK.

CKB accoummpoBaHa ¢ MHOroo6pa3HbIMU KJ1IeTO4-
HbIMU UMMYHOJIOrn4eckumm HapyLwueHnsamm (Rah-
man A., Isenberg D.A., 2008). Npu akTMBHOM Te4YEHUN
3aboneBaHus HabaaTCa yBenmyeHne nponudepa-
Ll CTBOJIOBLIX KJTETOK, MPEXAEBPEMEHHAsA MHBOJTIO-
LmMsa TMMyca, Bakyonm3aums TUMUYeCKOro annuTenms,
HapyLleHme NpoayKuym TUMNUYECKUX TOPMOHOB.

Ocoboe MecTo cpeay MMMYHHbIX HapyLLIEHWIA 3a-
HUMaloT T-kneToYHble AedekTbl. HacTo BbISBNS-
I0TCA YMEHbLLUEHMNE KONMNYECTBA LUPKYINPYIOLWLNX
T-numdpounTOB, UBMEHEHVE YPOBHEN N PYHKUMIOHATb-
HOWM aKTMBHOCTU Mx cybnonynaumin. MHorne mnccne-
JoBaTtenu nonaratoT, 4To AedekTbl T-KNeTOUYHbIX Cy0-
nonNynsuUni C HapyLWEeHUEM UMMYHOPErynaumm MoryT
nrpatb LLeHTpasibHyto posib B natoreHese CKB. MNokasa-
HO, 4TO B61oknpoBaHne CD4+ T-kneTok npenynpexana-
eT Hayano 3aboseBaHusl, KPOMe TOro, aTuMN4eckme
MbIwK He pa3eueatoT CKB (Horwitz D.A., 2008).

Otmeyvaembii npn CKB peduumnTt cynpeccopHom
bYHKUMN BEOET K MOBbILLEHNIO CUHTE3a aHTuTen (AT)
1, BO3MOXHO, K npoaykumn ayto-AT. okasaHo, 4To
npoaykuma AT k AHK MoxeT Bocnpon3sBoanTbCS in vitro
COBMECTHbIM Ky/IbTUBMPOBaHMEM T- 1 B-kneTok 60sb-
HbIX akTuBHOW CKB. CD8+-kneTku (cynpeccopbl/um-
TOTOKCUKM) 6oNbHbIX HeakTUBHOM CKB cynpeccupytoT
npoaykumio AT k HK, B TO Bpemsa kak CD8+-knetku
60bHbIX akTBHOM CKB Takum CBOMCTBOM He obna-
[aloT. OTO CBUOETENLCTBYET O BOSMOXHOW PO Ha-
pyLueHus CD8+-cynpeccopHO akTMBHOCTM B NPOAYK-
ummn AT k AHK y naumenToB ¢ CKB.

Cpean Hanbonee ybeauTesnbHbIX 40Ka3aTeNbCTB
BaXXHOM ponu T-kneTok B natoreHe3e CKB npueo-
OSTCS COOBLIEHNS O 3HAYUTENBHBIX M YacTo Apama-
TUYECKUX TepaneBTUYeckmnx addekTax, noaydyaemMbix
npu BO3OENCTBUM areHTOB, UCTOLLAIOWNX T-KNEeTKN.
Y 4acTn NauUMEHTOB C TSXKENbIMU PeHaNbHbIMW Nopa-
XEHUAMU, PE3UCTEHTHBLIMU K OBOLLLENPUHATON MMMY-
HOOEMNPECCUBHON Tepanumn, nolydyeH XOpOLUNi Knu-
HUYecknii addekT B pesynbtate 06nydyeHns numaoa-
Tuyeckux y3noB (Navarra S.V., 2006).

HAPYLLEHUSIM CUCTEM LUNTOKUHOB

Vim oTBOAMTCS BaXKHOE MecTO B pa3Butumn CKB yue-
JI0OBEKA 'y 3KCNEPUMEHTASIBHBIX KMBOTHbIX. LIMTOKMHBI
| TMna (MHTEpNenknHbl-2, -12, NHTEepdOEPOH-Y) NPUHU-
MatoT y4aCTMeE B KJIETOYHO-0MNOCPEA0BAHHBIX MUMYHHbIX
peakuusx. Npu CKB cHuxeHa NpoayKUms UHTEPNEKN-
Ha-2 CD4+knetkamu; T-nM@ouunTbl UMEIOT HapyLLIEH-
HYIO CNOCOBHOCTb K 06pa30BaHNIO MHTEPSIENKMHA-2;
3HA4YUTENBLHO NOBbLILLEH YPOBEHb MHTEPhEPOHa-Y (BBE-
neHne nHtepdepoHa-y aktnusmpyet TedeHne CKB; 61o-

KMPOBaHME PeLenTopoB NHTEPdEPOHA-Y NPEBEHTUPY-
eT pas3sutne BI'H y Mblweit); tHTepnenknH-12 nurn-
OMpyeT CIOHTaHHYIO NPOAYKLIMIO UMMYHOIN06YMHOB;
obpasoBaHMe MHTepnenknHa-12 B-numdpountamm
HapyLWeHO (B 9KCNEPUMEHTE BBEAEHNE VHTEPIIENKU-
Ha-12 Mbllwam cHuxaeT akTMBHOCTb CKB). LInTokmHbI
Il TNa (uHTepnelikuHbl-4, -6, -10) perynmpytoT npo-
aykuuio AT. Mpoaykumnsa nHtepneriknHa-10 npn CKB
3HAYNUTENbHO YBEIMYEHA, YTO KOPPENVPYET C akTMB-
HOCTbI0 3aboneBaHus; npoaykumsa ayto-AT kK AHK 6no-
kmpyetca AT K nHtepneikuHy-10. Lntokuusl Il Tna
(MHTEpnenknH-1, pakTop HeKpo3a onyxonm-anbda —
TNF-a, dakTtop, TpaHchopMuUpyoLwmi pocT-6eta —
TGF-B) BAMSIOT Ha pa3/iMyHble KOMMOHEHTbI KNETOUHbIX
M FTYMOPasbHbIX MUMMYHHbIX PEaKLMA. YPOBHN MHTEP-
nenkuHa-1 un TNF-a nosbiweHbl npu CKB. MNMpoaykuns
TNF-a akTMBMpyeTca UMMYHHbIMW KOMMJIEKCAMU, OH
BbISIBNISIETCS B IIOMEPYASPHbIX CTPYKTYpax npu 6uon-
CUM NMOYKKM y 60oJbHbIX BIH.

Mpn CKB HabnwopaloTCa pa3HOMNJaHOBbIE
B-kneTo4Hble HapyLweHus, 06ycnosnnearoLmne rv-
nepakTUBHOCTb B-numdoumnTos, 4TO ABNSEeTCS OAHOMN
M3 XapakTepHbIXx 0cObeHHOCTEel 3abosieBaHus.

BHyTpeHHnin pedekT B-numdoumtos npn CKB npo-
ABNSIETCH yBEMYEHMEM CMIOHTAHHOIO CUHTE3a UMMY-
HOrN0BYMHOB Ha OAHY KNETKY in Vvitro, NOBbILLEHVEM
konunyectsa lgG- 1 IgA-cekpeTUpyoLLMX KNETOK U CHU-
XeHnem oTBeTa Ha MUTOIeH flakoHoca. B-kneTtkm 60b-
HbIx CKB nmetoT gedektbl BOCAPUATUS PErYASTOPHbIX
CUrHasIOB, YTO TaKXXe 0THACTN MOXET OOBACHSATb UX U3-
ObITOYHYIO PEAKTUBHOCTb.

Y naumeHToB ¢ CKB oTMeuvatoT yBeNIMYEHHbIe KO-
NinyecTtBa cospesaowmx B-knetok, a Takxe no-
BbllLEHNE CKOPOCTU Nponudepaumn n aktmeaumm
B-kneTok n cKkopocTu cekpeumm MMMyHornobynm-
HoB B-knetkamu. Tak, KONMYECTBO UMMYHOT 100y INH-
CeKpeTmpyloLLmx B-kneTok y 60MbHbIX C BbICOKOW CTe-
neHbto akTmBHocTn CKB B 50 pa3 npeBbillaeT Hop-
MaJsibHble 3Ha4YeHs, a 'y 60mbHbIX ¢ HeakTueHOM CKB
3TV YPOBHM NPEBOCXOAAT HOPMY NnLLb B 2—3 pasa.

MpeanoxeHo HECKONbKO 0ObSCHEHWNI XapakTePHOM
ons CKB B-kneTo4HoM runepakTMBHOCTU:

® JKCMaHCUS YHUKaNbHbIX Nonynsunii B-kneTtok,
npenpacnosioXXeHHbIX K npoaykumn ayto-AT;

® BHYTPEHHME gedeKkTbl B-kneTok (yBennyeHHas
BOCMPUMMYMBOCTb K CTUMYIMPYIOLLMM BIIUAHUAM 1/
UM rmnepnpoaykumsa GakTtopoB poCcTa, CHMXKEHHas
BOCMNPUMMYNBOCTb K MIHTMOUTOPHBLIM BINSHUSAM);

® 130bITOYHAs NPOAYKLMS GaKTOPOB pocTa B MU-
KPOOKPYXXEHUU;

® ayToaHTUreHynpasnseMas UMMYHOCTUMYIIS -
Lmsi;

® NONMKOHANbHAA akTuBauus B-kneTok.

HAPYLLEHWSI TOJIEPAHTHOCTHU
KAYTOAHTUTEHAM

K BaxxHenwum daktopam natoreHesa CKB oTHO-
CAT HapYLLEHMSA NPOoLECcCOoB, 06ecneymBatoLLmX pas-
BUTME TONIEPAHTHOCTU K ayTOQHTUIreHaM, 3aKOHOMEP-
HbIM CIeACTBMEM HYEr0 ABNSETCA HEHOPMaJibHas Npo-
OyKums Lumpokoro cnektpa ayto-AT (SanchezE. etal.,
2006; Navarra S.V,. 2008). Bo3MO>XHbIMW NpUYMHaMm
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pa3snTnsa gedekToB TONEPaHTHOCTN MOFYT BbITb Kak
T-, Tak n B-3aBncumble HapyLeHus. MNpun aTom cpeau
NnepBbIX MOXHO BblAENNTb:

® HapyLLIEHNS BHYTPUTUMNYECKNX OTOOPa N YHU-
YTOXEHUS ayTOPeaKTUBHbIX T-KNeTOoK;

® HapyweHnsa pas3sutug nepmndepunyeckon
T-KNETOYHOWM aH3PIrnK;

® nedekTbl GyHKUMN T-Cynpeccopos;

® rMNEepPakTUBHOCTb T-XennepoB, BeayLuas K rmnep-
akTmBaumun B-knetku.

Cpeaun B-kneTo4Hbix e eKTOB BbIAENSIOT:

® 1130bLITOYHBIN OTBET B-KNEToK HA MMMYHOCTU-
MYNATOPHbIE CUIHAaNbl U N36bLITOYHYIO NPOAYKLUIO
B-numdoumtammn Takmx CUrHasnoB;

® CHWXXEHHbIN OTBET Ha TONIEPOreHHbIe CUTHabI
M CHUXKEHHYIO MPOAYKLUMIO TAKMX CUTHANOB;

® CeNIEKTUBHbBIN 0TOOP aTUNMYECKMX ayTOPEeaKTnB-
HbIX B-kneTok.

AEDEKTbI UANOTHI-
AHTUUANOTUIMNYECKUX CETEN

OnpegeneHHoe MeCTO B pa3BUTUM FrMNepnpoayk-
umm ayto-AT npm CKB oTBOAUTCS HAPYLUEHUSM NONO-
TUNu4ecknx cetemn. NonaratoT, 4TO UMEET MeCTO CABUT
MANOTUMMNYECKON PErynsaumm B HanpaBiaeHnm CTumy-
NMpoBaHns 06pa3oBaHns ayTo-AT. [ledekTbl uanoTn-
NMUYECKOWN PErynsaumMm onmucbiBatoTcs Y 60MbHbIX C aK-
TneHoi CKB, B TO BpeMs kak B Nepuof, pEMUCCUN OHU
B0 OTCYTCTBYIOT, MO0 NPEACTaBASAIOTCSH MEeHee Bbl-
pPaXeHHbIMMU.

POJIb NK-KJIETOK

BaxxHOe 3Ha4eHue B pasBUTUM UMMYHOMNATONOrMYe-
ckmx npoueccos npy CKB npraaeTcs CHUKeHno abco-
JIIOTHOIO M OTHOCUTENBHOIO KOJIMYECTBA U HAPYLLEHWIO
dyHKUMOHanbHo cnocobHocT NK-knetok. MNpr aTom
pa3BMBaIOTCS HAPYLUEHMS KaK UMTOTOKCUYECKOM, Tak
1 ummyHoperynatopHon dyHkumin NK-numbouuTos.
CHuxeHne umtoTokcnyeckom aktusHocTn NK-kneTok
npu CKB npeacTtaBnsieT WMPOKO UN3BECTHbLIN PEHO-
MEH, NPUYEM CTENEHb BbIPAXEHHOCTU HaPYLIEHUS
BO3pacTaeT C yBeJIMYEHNEM aKTUBHOCTK 3abonesa-
HUS. lameHeHus perynsaTopHbiX NK-KNeTOYHbIX BN-
SAHUIA BKOYAlOT Kak ocnabneHne akTUBUPYIOLWENO
nericteusa Ha CD8+ T-cynpeccopoB, Tak 1 ycuieHune
NPSMbIX XENEPHbIX BAVUSHUIA Ha B-kneTtkn. Ob6a aTun
B/INSIHMSA OOYCNIOBNMBAIOT «paspeLualomnii» apdekt
NK-knetok Ha HakonneHne AT-NpoayumMpyoLWwmx TMM-
dounTapHbIX KNOHOB. NHakTuBauna NK-kneTtok mo-
XeT OblTb 00yCcnoBneHa BO3aencTBMemM aHTUInMMao-
umTapHbix AT, nedpektammn MHTEPPEPOH3ABUCUMON
aKkTMBaumm 3TUX UMMYHOLMTOB, a TakxXe CBA3blBaHU-
em Fc-peuentopos NK-knetok LMK v gpyrumum rymo-
panbHbIMKU dakTopamu.

MOJINKJIOHAJIbHbIA
AYTOAHTUTEJIbHbIVi OTBET INMPU CKB

CKB xapakTepu3yeTcs reteporeHHbIM MoJMKo-
HanbHbIM ayTO-AT oTBETOM. AyTO-AT 00YCNOBAMBAIOT
pasBUTUE KIIMHNYECKUX NPOSIBNIEHUI 3a601eBaHNS Kak
HEeNnoCcpeacTBEHHbIM BO3AENCTBMEM HA MULLIEHN (QHTU-
3PUTPOLUTAPHBIE, AHTUTPOMBOLMTAPHbBIE, aHTUINM-

nornan HA NPOBNEMY

douuTapHble n gp. AT), Tak n onocpenoBaHHoO, Yepes
dopMmnpoBaHne N JENOINLMIO UMMYHHbIX KOMM1EK-
coB (UK) ¢ aktnBaumen kackagHblX CACTEM U UHAOYK-
umer BocnannTenbHOro oteeta. o gaHHbIM pa3nuy-
HbIX MccnepoBaTenen, YactoTa BbiBAEHUS ayTo-AT
n nx cnektp npu CKB wnpoko BapbupytoT, 4TO MO-
XeT OblTb 06YCNOBNEHO KaKk HEOAHOPOAHOCThLIO MO-
NynaumMini 60abHbIX MO CTEMEHW akTUBHOCTW NPOLEeC-
ca, Tak 1 pa3Hoo0obpasnemM UCMOosb3yeMbIX METOANK
n peareHToB (Bigler S. et al., 2008; Rahman A., Isen-
berg D.A., 2008). PaznuyHbie Tunbl ayto-AT onpeae-
NATCA C HEOAMHAKOBOM YacToTon. Tak, AT K HaTUB-
HOW AHK 1 K rmcToHam BbISIBASIIOTCS COOTBETCTBEHHO
y 70-95 1 40% 60nbHbIX, B TO Bpems kak AT k ALU-
NpPOTenHy oTMevatoTcs nnwb B 3% cnyyaes. HekoTo-
pble ayTo-AT BbicokocneundunyHbl ansg CKB (AT k Ha-
TuBHOM nnn asycnmpansHor AHK (dsOHK) n k Sm)
M LUMPOKO MCMOMb3YIOTCS B KAYeCTBE AMarHoCTMYe-
CKMX MapkepoB 3aboneBaHus. XapakTepHo 0cobeH-
HOCTbIO «@yTOaHTUTENbHOro Npodunsa» 6onbHbIX CKB
ABNAETCS HaNM4mMe OAHOBPEMEHHO HECKObKMX (0ObIY-
HO He MeHee 3) pas3nuyHbix ayTo-AT, Npuyem B psiae
Cly4aeB MX CoYeTaHUs SBASIOTCS BblICOKOCNELnduY-
HbIMW O519 3a60s1eBaHUs, XOTS CNELUMDUYHOCTb Kax-
[0r0 U3 HUX CYLLLECTBEHHO HUXE.

Cpeoun ayto-AT Hanbonee cneunduyHbIMU ans
CKB sBnsioTcs aHTUHYyKNeapHble AT, HanpaB/ieHHbIe
NPOTMB Pa3NNYHbIX 0EePHbIX KOMMNOHEHTOB, BK/lOYas
OHK, PHK, ruCcTOHbI 1 HYyKNEoNnpOTENHOBbLIE KOMIMJIEK-
cbl (Bigler S. etal., 2008). Hapsioy ¢ AT K HyknieapHbIM
cTpykTypam npu CKB moryT onpegensatbcs AT K MeEM-
OpaHHbIM 1 UUTOMNNa3MaTUYEeCKMM AeTepMuHaHTam
PasnnyHbIX KJTIETOK, PACTBOPUMbIM NPOTEVHAM U APY-
rMM KOMMNoHeHTaM. lNonaratoT, 4TO B MHAYKLUMM 0bpa-
30BaHua ayTo-AT 3a4enCcTBOBaHbI Kak Hecrneympuye-
CKMe, Tak M aHTUreH-cneumdunyeckme MUMMyHoOperyns-
TOPHbIE HAPYLLEHUS.

BaxHas ponb ayto-AT B pa3BuUTUN HEKOTOPbIX KIN -
Huyecknx nposieneHmin CKB TpebyeT 6onee noapoo-
HOro 06CyXaeHUs! OTAENbHbIX TUMOB AT.

AYTO-AT K AHK

Cpenu BbisiBnsgemMbix npu CKB aHTuHyKkNneapHbix AT
0cob0e 3Ha4YeHMe B NaToreHese 3aboneBaHns npuaa-
etcsa ayTo-AT k IHK, koTOpble paccMaTpuBaloTCs Kak
knaccuyeckue ayto-AT, xapakTepusytowme CKB. Bbl-
cokoaBuaHble IgG-AT k aycnupansHon OHK nrpatoT
BEAYLLYI POJib B MHOYKUMN HEKOTOPbIX MPOSIBAEHUI
CKB (ocobeHHo BI'H) n aBngaoTcs xopowmmm Mmapke-
pamMu akTMBHOCTM 3a00fieBaHMS.

B cooTBETCTBMWN C COBPEMEHHbLIMU NpeacTaBne-
HUAMW BbIOENFIOT padnnynblie nogknaccel AT-OHK,
KOTOpbIE OTANYAIOTCS MO U30TUNaM, KOMMIIEMEHT-
dukcupyoLwmm cnocobHocTam, aBuagHocTn kK AHK,
AHTUIeHHbIM cneundnYHOCTIM, 3apsaay U ANoTU-
nam. 300POBbIE N1LA 1 30,0POBbIE MbILLIV NPOAYLMPY-
toT AT-JHK B Ka4eCcTBE KOMMOHEHTA HOPMAJIbHOIO M-
MYHHOrO penepTtyapa. 9T «eCTeCTBEHHbIe» ayTo-AT
npeacTaBnsaoT cobo npenmMyLLLecTBEHHO IgM 1 pea-
rMpYyOT, B OCHOBHOM, ¢ ogHocnupanbHoi AHK. OHun
MMeIOT HU3KYI aBnaHoCcTb K JHK n asnaoTca nonu-
peakTUBHbIMU. [loka3aHO, YTO MOHOKJIOHA/bHbIE aH-
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Tutena k JHK pearvpyloT ¢ MHOrMMU MOSIMHYKNEO0TN-
oamu, Sm-aHTUreHoM, UUTOCKENETHbIMU MPOTENHA-
MU, TMCTOHaMU, naMuHuHom, dochonunugamm, Fc
ydyactkamu lg, CTpykTypamMmm KNneTo4HOM NOBEPXHOCTU
(Ha TpoMboumTax, numdouunTax), NPoTeoranMKkaHamm,
Takux Kak renapaH-cynbdart, MUENNH, FaHMMO3nabl,
6akTepuanbHble nonucaxapuabl U NpoTeunHsol. Mpu
3TOM CeayeT OTMETUTb, HTO B YCIOBUSAX HOPMaIbHOro
MMMYHHOr0 penepTyapa 06pa3syoTcs He Tonbko IgM-
HM3KoaBuaHble ayTo-AT K ogHocnupanbHon JHK, HO
Takke HekoTopoe konnyecTso IgM n IgG noaknaccos,
KOTOpbIE CBA3bIBAIOTCS C ABycnupanbHon (ds) OHK.
BaxHo ykasaTb, 4Tto IgM 1 IgG-AT K ogHOCNMpasnbHOMN
OHK MOryT BbIgBNATLCS KaK Y 340PO0BbIX JINLL, TaK 1 NpU
pa3nuyHbIX 3a001EBAHUSX, CBA3AHHbIX C B-kKNneTo4HOow
aKkTuBaumen, Bka4Yas HGEKUUn, XpOHUYeckme BoC-
nanuTenbHble 3aboneBaHns.

MauneHTbl ¢ CKB cnocobHbl K NPOAYKUMK NOBbI-
weHHoro konmnyectea AT-AHK 1 cuHTe3y nogknaccos
AT-OHK, koTOpble OTAMYAIOTCS OT UMEIOLLIMXCH B HOP-
MaJlbHOM UMMYHHOM pernepTyape. YCTaHOBNEHO, YTO
AT-OHK, koppenvpytoLme ¢ akTnBHocTbio CKB B Le-
nom n BI'H B yactHocTK, oTHOcATCS K IgG, aBnsioT-
CS1 KOMMNJIEMEHTPUKCUPYIOWMMU N UMEIOT BbICOKYIO
aBuaHoOCTb K aBycnupansHo AHK. Takue AT 06bl4HO
CBSI3bIBAIOT KaK ABYCNMPAsIbHYIO, TaK M OAHOCNMPab-
Hyto AHK, Tonbko manas 4acTb Ux CBA3bIBAET U30MU-
poBaHHO asycnmpanbHyto AHK. MNaTtoreHHble AT-HK
HE UMEIOT LUMPOKON HN3KOABULAHOM MONNPEaAKTUBHO-
cTun, xapakrtepHon gnsa IgM AT-AHK n3 HopmanbHOro
MMMYHHOI0 penepTtyapa.

Y 60nbHbIX ¢ BI'H nokasaHo Takxe Hanuine OHK-
aHTn-OHK VK B cTpyKTYpax knyboyKoB, HTO AaeT OCHO-
BaHVIE€ HEKOTOPbLIM UCCNIeaoBaTeNsaM CYMTaTb 4EN03u-
umio Nnoao6HbIX MK oaHUM 13 LieHTpanbHbIX pakTOpPOoB
naTtoreHesa peHasbHbIX NOBPEXAeHUN. IHTUMHbIE Me-
XaHu3mbl nokannaaumm AT k AHK B cTpykTypax kinybou-
Ka HedacHbl. lMpegnonaraeTcd BO3MOXHOCTb Kak co4e-
TaHHOro (0O4HOBPEMEHHOIO MKW NOCNeaoBaTesIbHOro),
Tak M U30JIMPOBAHHOI O BOBJIEYEHWS PA3/INYHbIX TUMOB
akkymynsaumm VK, Bknovas aenosnumio npedopmMmpo-
BaHHbIX MIK n o6pasoBaHue nx in situ.

AT K PACTBOPUMbBIM AHTUTEHAM
TKAHEBbIX PUBOHYKJIEONIPOTENHOB

Y 25-30% 60nbHbix CKB BbiiBNStoTCS AT K pac-
TBOPUMbIM @aHTUIreHaM TKaHeBbIX PUOOHYKJIeoNpoTe-
nHoB — Ro (SS-A) n La (SS-B). BaxHbiM npeacTaBns-
eTcs TOT PakT, 4To Hanuyue B umpkynaumm Ro (SS-A)
n La (SS-B) ayto-AT accoumnpoBaHO C pasBUTUEM
BOJIYAHKM HOBOPOXAEHHbIX.

AHTUocponmnugHbie aHtutena (APAT) npen-
CTaBNSIOT reTepOreHHyto rpynny ayto-AT, BbisiBse-
MbIX B CbIBOPOTKE KPOBM MaLMEHTOB C PasfnNyHbIMU
CUCTEMHbIMM 3260/1EBAHNSIMU COEAMHUTENBHOM TKa-
HU (Npexpae Bcero, ¢ CKB), numdonponndepatmBHbI-
Mn 3a60osieBaHUSIMU (NapanpoTeEMHEMNYECKNE FrEMO-
©6nacTo3bl, OCTPbLIV U XPOHNYECKNA TUM@ONENKO3bl),
nHpekumamm (cudunuc, CrNNA, 6opennnos Lyme, nH-
dekummn, cBaA3aHHbIe C BUpPYCcOoM InwiTeriHa — bapp),
a TaKkke npu XPOHUYECKOM MPUMEHEHNUN HEKOTOPbIX
JIeKapCTBEHHbIX NpenapaTos (X10pnpoMasunH, HOBO-

KanHamupg, rugpanasvH, GeHnTonH). Hanndmne atumx
ayTo-AT B CbIBOPOTKE KPOBM aCCOLMMPOBAHO C PeEKyp-
PEHTHLIMW apTepuanbHbIMU U/WUX BEHO3HbIMU TPOM-
603amMun, NOBTOPHbLIMM CaMOMNPOM3BOJIbHLIMK abopTa-
MU, TPOMOOLIMTONEHWEN, HEBPONOINYECKMN U APYTU-
MU HapYyLLIEHMSMUN, YTO 06beaMHEHO COBMpaTEeNIbHbIM
TEPMUHOM «aHTUDOCHONUNUAHLIV CUHAPOM». ADAT,
BKJIOHAIOLLME BONHAHOYHbIN aHTUKOarynsHT, AT Kk kap-
anonunuHy n AT, oTBETCTBEHHble 3a 0Opa3oBaHune
JIOXKHOMONIOXUTENbHbBIX peakumii Ha CUDUINC, BbISB-
naTca npu CKB ¢ yacToTtom oT 7 o 86%.

AHTUTEJIA K AHTUFEHAM LUTOM/IA3MbI
HEATPO®UJIOB (ANCA)

B natoreHese CKB, npoTekawowen ¢ pasBuTuemM
nopaxeHus apTepuini manoro kanmbpa, onpeaeneH-
HOe MecTo oTBOAMTCS 06pasoBaHmio ayTo-AT K ANCA
C nocneaylwmym passntTneM MeammpoBaHHOIo Hel-
Tpodunamm NoBpeXaAeHNs aHO0TEeNNANbHbIX KNETOK.
MonsaTnem ANCA o6beamHsatoT ayto-AT, cneundunyHble
MO OTHOLLEHMIO K MPOTEMHAM, HAXOOALWMNMCS BHYTPU
LMTOMIa3MaTUYECKMX FPAHY HEMTPOPUIIbHBIX FPaHy-
JIOUMTOB N TN30COM MOHOLINTOB.

Ponb ANCA npu CKB paccmaTpmBaeTcs kKak HeoA -
HO3Ha4vHas. Mo gaHHbIM psaa aBTopoB, ANCA BbiSiB-
naTca y 16—-22% 6onbHbIx CKB 1 accounmrpoBaHsl
C HaNnM4yMeM BeHO3HbIX TPOMO030B, CepPo3nTOoB U1 livedo
reticularis. MonaratoT, 4To HekoTopble N3 Tunos ANCA
OblIY aCCOLMMPOBaHbI C OnpeaeneHHbIMU aKTUBHBLIMMN
KNMHUYECKUMU NposiBNIeHNAMM 3aboneBaHus.

LUNPKYJIUPYIOLUNE UMMYHHbIE
KOMITJIEKCbI (LUUK)

Mnepnpoaykunio UMK, otmevaemyto npmn CKB,
CBSAI3bIBAIOT C M3OLITOYHOM PEaKTUBHOCTLIO B-KkneTok.
JlaHHbIE MHOIOYUCIIEHHBIX NCCNEeAO0BaHUN, XapakTe-
puayiowmnx yposHu LIMK B 3aBUCMMOCTN OT akTUBHO-
CTu 3a60oneBaHns, NPOTMBOPEUMBbI, HTO MOXET OblTb
006YyCNOB/IEHO UCMONb30BaAHMEM Pa3J/INYHBLIX METO-
OVK, HEOOHOPOOHOCTbIO 00CNeA0BaHHbIX KOHTUHIEH-
ToB. OTCYyTCTBME KOpPEnsaumin mexay yposHamn LINK
M aKTVUBHOCTbIO 3a60/1eBaHNS, BbISIBAISIEMOE PSO0M UC-
crneposarenemn, He N03BONISET OTpULATbL posib MIK B na-
ToreHe3e CKB, a ckopee ykasblBaeT Ha 3HA4YMMOCTb
He CTOJIbKO ypoBHel UK, CKonbko nx CBOWCTB, onpe-
LeNgoWmyX naToreHHOCTb U TPOMHOCTb K TKAHAM.

Mpn CKB BbISBNSOTCS MHOrOOOpa3Hble Hapylle-
Hus cuctem knmpeHca UK. B yoanennn UK us uppkyns-
LMW BaXKHYIO POJIb UIPaoT 9PUTPOLUTBI, CBA3bIBAIOLLME
KoMnnemeHT-durkcupoBaHHble MK ¢ nomowbio CR1
(C3b/C4b)-peuentopoB. CNoCOBHOCTb KaXa0ro apu-
TpouuTa cBasbiBath VK koppenupyeT ¢ naoTHOCTbIO
noBepxHOCTHbIX CR1-peuenTtopoB. OTa cBS3b, BOBJE-
KamLLasa Kak KOMMAeMeHTapHble, Tak 1 Fc-peuenTtopsl
UK, aBnseTtca obpaTtmmoit. CKopocTb 06paTHOM peak-
unm onpepensetca ceocteamu UK.

B TkaHAX MOryT OenoHMpPoBaTbCs TONbKO HE CBS-
3aHHble UK. CHaTtue UK ¢ sputpouunTa prKCnMpoBaH-
HbIMW TKaHEBbIMU daroumTaMmv NPOUCXOAUT NYTEM
[e3akTMBaLMy onmcaHHbix ceasein. dnumuHauma UK,
He crnocobHbIx K dukcauum ¢ CR1-peuentopamm apu-
TPOUMTOB, OCYLLECTBASIETCSA NyTEM FC-peuenTtopHoro
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MakpodaranbHOro knnpeHca. Y 6onbHbix CKB otmeye-
HO CHmxeHne ypoBHen CR1, BbIPDaXXEHHOCTb Yero co-
OTBETCTBYET CTEMNEHM aKTUBHOCTM 3abonieBanus. [Npu
Tshkenom TedeHnm CKB Takke HabnogaioTes rnybokme
nedekTbl KOMMIEMEHT-3aBUCUMOIro 1 FC-3aBMCUMOro
KnnpeHca. HekoTtopble nccnegoBaTenn cHMTalOT No-
CneHue HapyLleHUsi FTeHeTUYeckn AeTepMMHNPOBaH-
HbIMM, XOTS B APYrMX COOBOLLEHMSIX Takasi CBA3b OTPU-
uaetcs. bonbHble ¢ BI'H, nmetloT 06bI4HO Bonee HMS3-
kme ypoBHn CH50, C1q, C4 n C3, yem naumeHTsl ¢ CKB
6e3 nopaxeHus noyek. B psae nccnepoBaHuii ¢ ce-
PUAHBIMU U3MEPEHUAMU NapamMeTPOB KOMMIEMEHTa
rnokasaHo, 4TO YPOBHM KOMIMJIEMEHTA 4acTo BO3pac-
TaloT MO Mepe KNHmnYeckoro yny4weHms CKB u cHu-
XatoTcs npu obocTpeHusx 3abonesaHus. bonbHble
¢ akTnBHOM CKB 00Obl4HO MMEIOT NOBbILLEHHbIW KaTa-
©0n13M 1 yBennyeHHsbllh cuHTes C3, C4.

BOMPOCbHI MATOFEHE3A
BOJIYAHO4YHOIO
FMOMEPYJIOHE®DPUTA (BIr'H)

Bce BbllenepeyncneHHble MeXaH3Mbl, BOB/IEYEH-
Hble B pa3BuTmne CKB, B TOI U1 MHOM CTENEHN yya-
CTBYIOT 1 B peanusaumm NoYeYHbIX NOPaXeHnn npu
BI'H (Hill J.S. et al., 2005). NpMeHnTENBHO K NaTo-
reHedy BI'H HekoTOpble natodumanonorndyeckme me-
XaHM3Mbl paccMoTpum Bonee noapobHo. Beayimm
KOMMOHEHTOM CTaHOBNEHUS 1 pa3dsuTtusa BI'H cumtaioT
[ernoHMpoBaHue B NoyeyHbix cTpykTypax UK (obpaso-
BaBLUMXCS Kak B LLUPKYNALUMK, TaK U in Situ) ¢ akTuea-
LuMen KackagHblX BOCMaNUTENbHbIX CUCTEM U Pa3BU-
TNEM UMMYHOKOMIJIEKCHOIO MNOBPEXAEHUS MOYEYHbIX
TkaHelr (Schwartz M.M. et al., 2008). lenoHnpoBaHuto
MK cnocobcTByeT psig, hakTopoB, BKIOYaa UX runep-
NPOAYKLUMIO, HAPYLLUEHUs cocTaBa (C HapacTaHWeM
naToreHHocTn), aedekTbl CUCTEM 3PUTPOLNTAPHOIO
n ¢paroumtapHoro knupeHca MK, HapyleHums komn-
nemeHTapHoro kackaga (Bihl G.R. et al., 2006; Fer-
raccioli G., 2008).

BaxHas ponb npu BI'H oTBOAUTCS A,ENOHMPOBAHUIO
B noukax UK, skntovatowmx ayto-AT K HATUBHOW/OBY-
cnmpansHon JHK (dopmMmmnpoBaHue Takmx natonoru-
yecknx ayTo-AT aBNseTcs OAHOW U3 HYacTbiX OCOOEH-
HOCTel nameHeHHoro ayto-AT penepTtyapa npu CKB)
(Rahman A., Isenberg D.A., 2008). 3t UK oTtnunya-
I0TCS1 BbICOKOW TPOMHOCTBLIO K CTPYKTYpPaMm rioMepy
M 3HAYUTENIbHBIM HEMPONATOreHHbIM MOTEHLMANIOM
(Ardoin S.P., 2008). B nocnegHue rogsl ycTaHOBEHO
CYLLLEECTBEHHOE MECTO B pa3BuTtum BI'H Takke gpyrmnx
BapuaHToB ayTo-AT, B HaCTHOCTM @HTUHYKIEOCOMHBbIX
n AT k a-akTnHuHy (Bigler S. et al., 2008).

3HauuTenbHaa Mmopdonornyeckas, ceposiornye-
cKas 1 MporHocTuyeckas reTeporeHHOCTb, OT/mya-
towas BI'H, obycnosuna BO3HMKHOBEHWE NMPEACTaB-
NeHui 0 nonuMopdun3mMe naTtoreHesa pasnyHbiX Ba-
pPVaHTOB NoYeYyHbIX nopaxeHuin. Tak, M.M. Schwartz
n coaBTopbl (2008) nonaratoT, 4TO MEXaHM3MbI Pas-
BuTUA pokanbHoro (BO3, knacc lll) u audpdysHoro
nponudepartmeHoro (BO3, knacc IV) BIF'H moryt otnu-
yatbcs (Schwartz M.M. et al., 2008). NMpwn nepsom n3
HUX 60slee BECOMOE MECTO B Pa3BUTUN FIOMEpPYNsp-
HbIX MOPaXEeHWn 3TN aBTOPbl OTBOAAT MMMYHOKOMIM-
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JNIEKCHOMY MEXaHU3MY; MPY BTOPOM, KaK OHW CHUTAIOT,
B OCHOBE NOPaXEHMIM NOYEYHbIX CTPYKTYP JieXaT Npo-
LLeCChbl, CXOAHbIE C TAaKOBbIMW MPWU pauci-immune Ba-
puaHTax cucTeMHblx Backynuntos. J.S. Hill u coaBTopkl
(2005) oTmeuatoT, 4To NpU AP EPY3HOM CErMEHTAPHOM
(International Society of Nephrology/Renal Pathology
Society — knacc IV-S) BI'H, B cpaBHeHUM ¢ guddys-
HbIM rnobanbHbIM (knacc IV-G) BI'H, nmetot mecto 60-
Jlee BbICOKasi CTeMNEHb BbIPAXXEHHOCTM T-KNETOYHbIX Ha-
pyLLEeHWI; TakxKe NpeacTaBfieH psa ocobeHHocTen na-
ToreHHbix ayto-AT K HaTnBHONM/aBycnupansHon JHK,
4YTO, BOBMOXHO, CBUAETENLCTBYET O pa3nnymsax B na-
TOodDM3nonormm aTux BapmanTos BIMH.

Cpeay IMMYHONOrMYeckmx MmexaHnamos npu BIr'H
cenyac aKkTMBHO AUCKYTUPYETCS MECTO MOMMOp-
dun3ma reHoB cynepcemencrtea TNF, Hanpumep um-
TOokmHa APRIL (M3BECTHOro Takxe Kak MHOyLuupy-
owun nponudepaumnio nurana, nnm TNFSF13 nnn
TRDL-1) (Lee Y.H. et al., 2007). 3TOT UMTOKUH mrpa-
€T KJIIOYEBYIO POJb B akTMBauum n anddepeHumpoB-
ke B-numdbountos, obpazoaHun nmm AT, ayTo-AT,
B YaCTHOCTM, ayTo-AT K HAaTUBHON/ABYCNMpanbHOMN
OHK. MonaratoT, 4To ynpasneHne cuctemomn APRIL
(neps.ble Wwarn K apmakonornyeckomy BO3AenNCTBmIO
Ha Hee yXe NpeanpruHUMaloTCsl) MOXET CHU3UTb YPO-
BeHb npoaykuum ayto-AT k AHK, 3ameonutb nx rnome-
pynsipHOE AEeNOHNPOBaHME N 61aronpUSTHO NOBAUSATL
Ha Mopdonoruyeckne N KIMHN4Yeckne 0CobeHHOCTH
BI'H (Lee Y.H. et al., 2007). B pazsutuu CKB B Lenom
n BI'H, B yacTHOCTK, 0OCYyXOaeTcs TakxKe ponb ApY-
X LMTOKMHOBBIX CUCTEM, Taknx kak BLyS (ctumyns-
TOp B-numdoumntos)/BAFF (dakTop, akTMBUPYIOLLNIA
B-numdounTel); a Takke CUCTEM KO-CTUMYIATOPHbIX
MOJIEKYJ1, YHaCTBYIOLMX BO B3ammMmogencTsum T- n B-
numpouuntoB (nurang CD40, aHTureH-4 uMToToKCcuye-
ckmx T-numdoumtoB — CTLA-4) (Navarra S.V., 2006;
Rahman A., Isenberg D.A., 2008).

Becombin Bknag B nporpeccmpoBaHne BIM'H BHO-
CAT MHOr006pasHble M3MEHEHNSI CUCTEM NOAUMOPdH-
HOSIAEPHBIX TENKOLMTOB 1 MOHOLIMTOB/Makpodaros,
crnocobCcTByOLLME MHOUABbTPALUK STUMU KeTKaMu
NMoYeyHbIX CTPYKTYP C ycyrybneHnem nx nospexae-
Hua (Marks S.D. et al., 2008). Cpeaun Takmx nameHe-
HUN — aedeKTbl 9KCNPEeccum NOBEPXHOCTHbLIX MPOTe-
VHOB, PErYINPYIOLLNX XEMOTAKCMC YKa3aHHbIX KNIETOK;
NoBbILLEHME MPOAYKLUMM CYOCTaHLUMNA, YCUINBAIOLLINX
nx nponudepaymio; HapyLeHnsa Nnpoaykumm rymo-
panbHbIX XemoTakTuyeckmx dpakrtopos (Adalid-Peral-
ta L. etal., 2008; Marks S.D. et al., 2008).

OnpepgeneHHoe MECTO B Pa3BUTUM U NMPOrpeccu-
poBaHuu BI'H (4T0, B NepByto o4yepeap, KacaeTcs npo-
LLeCCOB rNTOMepPYNSPHOro CKIIepPO3MpPOoBaHUs 1 TyByo-
MHTEPCTULUMANbHOro Gpnbpo3npoBaHns) oTBOANTCS
HEVMMYHONOMMYECKNM MEXaHN3MaM, BKJlOHasA OKCU-
[ATMBHBIN CTPECC, aKTUBALMIO PEHUH-AHTUOTEH3NH-
anbOOCTEPOHOBOM CUCTEMBI, CUCTEMbI 3HO0TENMHA-1,
M3MeHeHus nunuaHoro 6anaHca (Zalba G. etal., 2006;
Adalid-Peralta L. et al., 2008; Marks S.D. et al., 2008).
B nocnegHune roabl cpean Takux Hecneumduieckmx
MexaHn3mMOoB nporpeccmpoBannsa BI'H (kak n gpyrux
rnomepynonaTunii) npuaaloT ocoboe 3HaYeHne Hapy-
LweHnsam B cucteme metannonpotenHas (MMP) rno-
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MepynsapHOro matpukca (B ocobeHHoct MMP-2 n
MMP-9) n TkaHeBbIX MHrM6MTopoB MMP (TIMP) (B oco-
6eHHocTn TIMP-1) (Tveita A. et al., 2008). Cuctema
MMP/TIMP npenctaBnsieTr cob0i CNOXHYO CUCTEMY
LUMHK-coaepXalmnx GepmMeHTOB U NX UHIMOBUTOPOB,
obecneymBatoLyX, B HACTHOCTU, NoAAEPXXaHNE CTPYK-
TypHOro coctaBa 6a3afbHo MemMbpaHbl Kanuaaspos
Ky604YKOB 1 3KCTPALLESIIIONSPHOrO roMepysipHOro
maTtpukca (Bkntodas metabonmam konnareHa lV tunam
namMmnHmHoB). Koppekums HapyLieHni B cucteme MMP/
TIMP, HE32BMCMO OT MEXAHNU3MOB X Pa3BUTUS, pac-
CMaTpMBaETCs Kak BO3SMOXHbIV NEPCNEKTMBHbIN Ne-
4yebHbI noaxopn, npu BIH (Tveita A. et al., 2008).
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CUCTEMHW YEPBOHUIN BOBYAK: AEAKI
MUTAHHS ETIONOTII TA NATODI3IONOTII

O.I. Asnuk, A.E. barpiii, I.B. PakiTtcbka,
O.B. Llykina

Pestome. B cTarTi po3r/iissHyTO NUTaHHS eTiosorii Ta
naroreHe3y CUCTEMHOIr0 4epPBOHOIro BoBYaka. Ha-
BeAEeHO rorssau LWoAo Posi BipyCHOI iIHpekUii, re-
HETUYHUX PaKTopiB Ta cTaTeBUX FOPMOHIB Y PO3-
BUTKY 3a@XBOPIOBAHHSI; OXapakTepn30BaHi AepeKkTn
T-, B- i NK-nimgoumnTie; o6roBopeHa posib nopy-
LUIEHB MPOAYKLIi UNTOKIHIB, AeMEKTIB TONIePaHTHOCTI
10 ayTOaHTUIreHIB Ta 3MIH igioTUM-aHTUIgIoTUIY-
HUX Mepex, BUKIaAeHO CyHYacHi YSIBJIEHHS PO
aytoaHtutina 4o AHK, po34nHHUX aHTUreHiB Tka-
HUHHUX PUOYHOKJ1IE0MNPOTEIHIB, aHTUIreHIB LNTO-
nnasmuy HemTpPoPinbHUX rpaHynounTis. Okpemo
POSIJISHYTO Aesiki acrnekTy rnatoreHe3y BOBYaKo-
BOro r;ioMepysi0HeppuTy.

Knio4oBi cnoBa: cMcteMHUin YePBOHWUIN BOBYAK,
eTionorisa, naToreHes.

SYSTEMIC LUPUS ERYTHEMATOSUS:
ETHYOLOGY AND PATHOPHYSIOLOGY

A.l. Dyadyk, A.E. Bagriy, 1.V. Rakitskaya,
E.V. Schukina

Summary. In this article epidemiology, ethyology
and pathogenesis systemic lupus erythematosus
was discussed. The role of virus infection, genetic
and gender factors, defects of T-, B- and NK-
lymphocytes, cytokines, autoantigens and
autoantibody was demonstrated. The great
attention was paid to pathogenesis of lupus
nephritis.

Key words: systemic lupus erythematosus,
ethyology, pathogenesis.
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