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PEDEPAT

[MnokoMnneMeHTEMNYECKNA YPTUKAPHbIN BackynuT (IMYB) — BapnaHT UMMYHOKOMIMIEKCHOIO ayTOMMMYHHOIO BOCManieHuns C npe-
VIMYLLIECTBEHHbBIM MOpaXeHeM Meskux cocynoB. B 063ope o6cyxaarnTcs MMetoLLmMecs K HacToSLWEeMY BpeMeH AaHHble, rMnoTe-
3bl, KacaloLLMEeCs NaToreHesa, a Takxxe KIMHMYeCcKne Noaxoabl K AMarHoCTMKE 3TOro He4acTo pacrno3HaBaeMoro 3aboeBaHns.

KnioueBble cnoBa: rmnokoMniIeMeHTEMUYECKUIA YPTUKAPHBIN BaCKynnT, C1g KOMMNOHEHT KOMMIEMEHTA, NENKOLIMTOKIaCTUYECKNIA

BackynuT, aHTutTena k C1q, natoreHes, KnMHuka.

ABSTRACT

Hypocomplementemic urticarial vasculitis (HUV) is a variant of immunocomplex autoimmune disease with predominating damage
of a small vessels. Currently available data and hypotheses concerning pathogenesis as well as and clinical approaches to the
diagnostics of this, frequently underrecognized disease, are disscussed in the review.

Keywords: hypocomplementemic urticarial vasculitis, leukocytoclastic vasculitis, antiC1q, pathogenesis, clinical presentation.

BBEAEHUE

['unokoMIieMeHTEMUYECKUIM YPTUKAPHBII BaCKy-
mut ('YB) oTHOCHTCS K ayTOMMMYHHBIM BOCITaJTH-
TEJBHBIM 3a00JIEBaHHSM C TIOPKEHHEM MEITKHUX COCY-
JIOB ¥ YaCTHIM BOBJIEYEHHEM TI0YEK B MATOIOTUIECKHN
nporiecc. Ero martorenes orocpenoBaH ayToaHTHTeNa-
mu k Clq (aatu-Clq), MOJIEKYJIIPHOMY KOMILICKCY,
BXOZSIIEMY B COCTaB MEPBOTO KOMITOHEHTA KIIACCH-
YeCKOTO IMyTH akTUBaIuu komruiemenTa (C1). uar-
HO3 3TOTO BapHAHT CHCTEMHOTO MMMYHOKOMILIEKCHO-
TO BaCKyJIUTAa B KITMHUKE BHYTPEHHUX O0JIe3HeH/Hepo-
JOTUHM YyCTAaHABIWBAETCS PEJKO, BCIEJICTBHE
HEJOCTaTOYHON HAaCTOpOXeHHOCTH. Llenpio maHHOTO
0030pa SIBIISIETCS BOCIIOJIHEHHE TIpoOeTa B Iy OIHKa-
[USAX Ha ATy TeMy B OTE€4YeCTBEHHOW Hedpoornyec-
KOM NepuoIuKe.

Onpenenenue U KIMHUYECKHE MPOSIBJICHHUS

I'VB 6511 ormcan B 70-x rogax [ 1, 2] kak 3abo:e-
BaHHE, XapaKTepU3YoIeecs peluANBAPYIOIIUMHE Y-
THUKAPHUSAMH C TUCTOJIOTUYECKIMH TPH3HAKAMH KOXKHOTO
TIEHKOIUTOKIIACTUYECKOTO BaCKyIINTa B COYETaHUH C
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TUTMOKOMIUIEMEHTEMHEN U pa3InYHBIMU CUCTEMHBIMU
nposiBieHusIMH. Vcroap3yemMoe Ha3BaHHE XOPOLIO OT-
paxkaeT CyThb U MPOsBIEHUs 00JI€3HU, OJHAKO MHOT/AA
IUIsl ee 0003HaUEHUSI KCIIOB3YIOT U APYTHE: CHHAPOM
McDuffie (1o aBTopy nepBoit KIIMHIUUYECKOH MyOnnKa-
uun), HertunuuHeiii CKB-mogo0HbI# cuHIpOM, YPTH-
Kapus U apTpairus ¢ HEKPOTU3UPYIOIIUM aHTUUTOM,
TUIIOKOMIUIEMEHTEMHUSI ¢ KOXKHBIM BacKyJIMTOM U ap-
TputoM. Kooicuvie nposenenus 3abojieBaHus, KO-
TOPBIE 3a4acTyIO SIBJISIOTCS TJIaBHOM Kano0ou, mpu-
BOJISIIEH MMAallMEHTOB K Bpauy, TAaK)Ke ABJSIOTCS U HC-
TOYHMKOM JUAarHOCTUYECKHX OIIMOOK Ha caMoM
MEepBOM 3Tamne JUAarHOCTUKH. BhIcTpoe mosiBieHue,
KOYKHBIN 3y/l MPUBOAAT K HEMPaBUILHOMY JHArHO3y
KOYKHBIX MPOSIBJICHUH TUIIEPUYYyBCTBUTENBHOCTH 1-r0
Tumna. B nepmaronoruueckoii nureparype npeucras-
JICHO HECKOJIBKO ITyONTMKaINi 10 IMarHOCTHKE U AU~
(epeHInaNbHON IUarHOCTHKE YPTHUKAPHUN aliepri-
yeckoi npuponsl [3, 4]. Knunnueckn Ko>KHbIE BBICHI-
naHus pu I'YB, B oTiinune 0T UCTUHHOW ypTUKapuy,
MOTYT OBITh He 3yAdIne, Ho 60Je3HEHHbIE U XapakK-
TePU3YIOTCS JUIMTEIBHOCThIO Oojiee 24 4, MOXKET
TaKke HabJIoaThes najgbnupyemas myprypa, a npu
pa3pelieHny BBICBITaHWH TUITHYHA OCTaTOYHas TUTIep-
nurMeHTanus. [loMuMo THITHYHBIX YpTUKapHil, yac-
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TBIM KOXHBIM ITposBiieHneM ['YB cuurtaercs aHruo-
enema [3, 4].

CoMHeHHs TPpY AMAarHOCTHKE KOYKHBIX MTPOSIBICHNH
I'YB MoryT OBITh JIETKO pa3pelieHbl MPH OUOTICUH 1
MOP(OIOTHYECKOM HCCIIEeJOBAHUH aKTUBHBIX TIOBPEIK-
JICHUM, MOKA3bIBAIOLLMX [TPU3HAKHY JTEHKOLIMTOKIACTH-
YeCKOT0 BaCKyJINTa — ()parMeHTaLUI0 HEUTPODHUIIOB C
00BIYHO OOHAPY)KMBAaEMbIMH B MHQWIbTpATe OCTaT-
KaMH siJiepHbIX pparmMeHToB. TUNMHYHBIMUA MOPQOITO-
TMYECKUMHU HaXOJKaMH MPH U3MEHEHUSX KOXKHU SBIIA-
FOTCS TAKO)KE IKCTpaBazallus 3pUTPOIIMTOB C UX MEPU-
BaCKYJISIPHBIM M HHTEPCTULINAIBHBIM PACTIONIOKEHUEM,
OTEK 3HJIOTEIMOIUTOB, BIUIOTh A0 OKKJIIO3UHU ITPOCBe-
Ta MOPaXXEHHOTO cocyaa, GUOpUHOUHAS AeTeHepa-
MU DHJIOTEIMOIMTOB C «aMITyTalueil» BEIHOCSIIEr O
OT/ieJ1a MOPaXEeHHOTO COCyla, MePUBACKYISPHBII HH-
($uIbTpart, COCTOSIIMI B OCHOBHOM M3 HEUTPO(DHUIIOB.
[Mpu uMMyHO]ITIOOPECLIEHTHOM HCCIIEI0BAaHUN PETH-
CTPHUPYIOTCS OTIIOKEHNSI IMMYHHBIX KOMILIEKCOB, KOM-
mieMeHnrta, GuOpuHa B 30He 0a3alibHOM MeMOpaHbI,
BOKPYT M BHYTPH COCYJIOB M MHOTIa B 00JIACTH HEU3-
MEHEHHOH KOXKH. JTa rUCTOIorn4ecKas KapTHHa OT-
muyaeT I'YB oT XpoHUYeCcKOl ypTUKAapUHU, XapaKTe-
pu3yoLIeiics MpenMyIeCTBEHHO MOHOHYKJI€ApHBIM 1
T-KJIETOUHBIM HHPHUIBTPATOM U OTEKOM KOXKH, HO 0€3
BaCKyJINTA, OTIIOKCHUH MMMYHOTIIOOYTMHOB M KOMII-
neMeHTa [3, 4].

Knunuueckue nposeienus co cmopomvl opyaux
opeanos U cucrteM ['YB, Kak 0IHOrO M3 BapHaHTOB
BaCKyJIUTa ¢ MOPaKEHWEM MEJKHUX COCYIOB, MOTYT
OBITH Pa3HOOOPA3HBIMHU U BKIIOYAIOT OOIIYIO CHUMII-
TOMaTHKY (TIOBBILIIEHUE TEMIIEPaTyphl Tella, cI1ad0CTh
W HEJIOMOTaHHe), apTPaITuK/apTPHUTHI, CEPO3UTHI, (e-
HoMe PeifHo 1 mopaxeHus r1a3 (KOHbIOHKTHBUT, SITHC-
KJepuT) 1 nouek [5]. [locnenHue MoryT nposiBIATHCS
KaK MpU3HaKaMH BOCHAJIUTEIHOTO TOPaKEHUS KITy-
OOUYKOB — ITIOMEPYJIOHE(PpUTA, TAK K HHTEPCTHUIIHS [6].
VY 40% OonbHBIX ¢ ['YB nmeer mecto anrnoenema c
4acThIM BOBJIEUEHUEM I'y0, S3bIKa, TEpHOPOUTATBHBIX
TKaHeH, pyk [6]. ApyTre cucTeMHble MPOsIBIEHUS MO-
T'YT KacaTbcs JIETKHX, JKeTy0YHO-KUIIEYHOTO TpaK-
Ta U pexe cep/lia U LIeHTPAIbHOW HEPBHOM CUCTEMBI
(2, 5, 6-8].

BonbHBIE ¢ TPOSBIEHUAME KO)KHOTO YPTUKApHOTO
BACKYJINTa MOTYT OBITh pa3/ielieHbl Ha JBE IPYTIIIbI —
C HOpPMaJbHBIM YPOBHEM KOMIIJIEMEHTA U €ro CHU-
>)kenneM. B mocnennem ciydae peub unet o ['YB [6,
71.

ITo ompezneneHuio ypoBeHb KOMIUJIEMEHTa MpHU
I'VB B uuMpKynsiuuu CHUYKEH, KaK MpaBuIIo, yKa3biBast
Ha aKTHBAIMIO KJIACCHYECKOro myTH — Hu3kuii Clq u
C4, Bapuabensusiii C3. B cBoto ouepenb, THITOKOMII-
nemeHTemus npu I'YB cTporo accouunpoBaHa ¢ Ha-
nrnuneM aytoanturen K C1q- ¢ppaknun KOMIUIEMEHTa,
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KOTOpPbIE HAOIIOAAIOTCS Y MOJABISIONIEr0 OONBIINH-
cTBa OOJIBHBIX C ATUM 3a00JIeBaHHUEM, T10 CYTH, SBIIS-
ACh TMarHOCTUYECKUM MapKepoM 3abojieBaHUs U
00yCJIOBIMBasI €ro TaroreHe3 (CM. aajiee). ITH aHTH-
Tena B ocHoBHOM mipencrasieHsl [gGlu [gG2 [9-10].

Bwmecre ¢ Tem, antu-C1q He OTHOCSTCS K OCHOB-
HbIM Kputepusim ['YB, nockonbKy pacnpocTpaHeH-
HOCTb UX 0€CCUMIITOMHOTO MOBBILIEHNS B TOMYJISALUN
coctasinseT 2 u 8% [11-15] ¢ TenneHumeit K yBenu-
YeHUIO ¢ Bo3pacToMm [16—18].

Juarno3 I'YB contacHO KpuTepusiM, IPeIoKEH-
HeiM H.R. Schwartz u coasr. [8], ycTraHnariuBaeTcs
Ha OCHOBaHHM PELUINBHUPYIOIIUX HE MEHee 6 Mec yp-
TUKapUi ¥ TUITOKOMINIEMEHTEMHUH B COYETaHUU C HE
MeHee YeM JBYMs JOTOJHUTENbHBIMU MpU3HAKaAMHU:
JIEHKOLMTOKJIACTHYECKHUI BACKYIJIUT KOKHU TPY OUOTICHH,
apTpasirvist WIN apTPUT, YBEUT WUIIM SMHUCKIEPHUT, IJI0-
MepyinoHepHT, BO3BpaTHBIE 00K B )KUBOTE M aHTH-
C1q co camxenneM ypoBHsa C1q B KpoBH.

I'VB: 3abonesanue u cunopom. I'YB MoxkeT
OBITH KaK CaMOCTOSITENIbHBIM 3200JIeBaHUEM, TaK M
CHH/IPOMOM, aCCOLIMMPOBAHHBIM C MEPBUYHBIM TeUe-
HueM uHoi nmatonorun. Cunapom I'YB onucan npu
BupycHbix nHdekuusx (HCV, HIV) [19, 20], 3nokaue-
CTBEHHBIX HOBOOOPA30BaHUAX (XOMKKHUHCKAs U HE-XO-
KKUHCKas TUM(OMBI, KAPLIMHOMBI ), C IPHEMOM HEKO-
TOPBIX JEKapCTB U CUCTEMHBIMHU 3a00JI€BaHUIMU
(CKB u cunnpowm Ilerpena) u ap. [12, 21, 22, 23].

VY nanuentoB ¢ 'YB moryT o6pa3oBbIBaThCs U
JpyTHe ayToaHTUTeNna. AHTHTENa K JBYCHUpPaIbHON
JHK onpenenstorcs y < 5% nanuento ¢ ['YB. ¥V
50% nanuenToB ¢ I'YB nHaxonaT nosbimeHHb1H AH®D,
a y HEKOTOPBIX OOJBHBIX UMEETCS MOJOKUTEIbHBIH
peBMarouaHbIi GakTop. Penko BerpewaroTcs aHTH-
9HJIOTENHATbHBIE U aHTU(POCHOTUIUIHBIC AHTHTEINA.
CeiBoporounbliii ypoBeHb C3 u C4 MoxeT Konebars-
Csl OT HEOMPEALNIAEMOTO 10 HOPMAJIbHOTO J1aXke B aK-
TUBHOM (paze 00JIe3HH, OHAKO y BCEX PE3KO CHUKEH
yposenb Clq, uy 95-100% onpenenstotcs Clq npe-
LUIUTUHBL. PeMuccus ypTUKapuil MOXKET COITPOBOXK-
JlaTbCsl HOpMaIu3aluen ypoBHs ChIBOPOTOUHOTO KOM-
njaeMeHra [2, 5, 7].

Knunanueckas nuddanarnoctuka cuaapoma VB
Y MJIMOTIaTHYECKOro ero BapraHTa 6a3upyercs Ha u3-
BECTHBIX KPUTEPHSIX NCKIIOUEHHS: HATMYKME KPUOTJIO-
OynuHemuH, anTUTeN K ABycnupansHor JJHK u Sm,
Hannuue antuten kK HBV/HCYV, cHnmkeHHBIH ypOBeHb
unruoutopa Cl-acTepasbl ¥ HacleACTBEHHbIE 1epu-
UUTHl paKTOPOB KOMILIEeMeHTa [Moa. 1o 5, 7].

MMatodusuoaorus I'YB

[Tarorenes I'YB, oueBH1HO, OITOCPEOBAH BIUAHU-
em anTH-Clq Ha HOpMaJbHbIE OHOTOTHYEeCKUE QYHK-
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nn C1-¢ppakium KoMiuieMeHTa. BepositHbie Mexanuns-
MBI COCYIMCTOTO MOBPEXJICHHUS BKIJIIOYAIOT 00pa3o-
BaHNe MMMYHHBIX KoMmiiekcoB (MK) ¢ yuactuem
autu-Clq, a Takke BoBieueHHE T-KJIETOYHOTO HM-
MYHHOT'O OTBeTa.

HUmmynobuonozuss Clg. Cucrema KOMIIJIEMEH-
Ta — OJMH M3 TJABHBIX 3PPEKTOPHBIX MEXaHU3MOB
MMMYHHOW CHCTEMBI U WUI'PaeT Ba)KHYIO 3allUTHYIO
ponb. buonorunueckue GpyHKIMHA KOMILIEMEHTA CBsI3a-
HBI C OINCOHM3aNKed U (HaroUTO30M, CTUMYJISIIIMCH
BOCTIAJIMTENLHBIX PEaKLUi TOCPEACTBOM aHA(UIATOK-
CHHOB M LIUTOJIM30M MUKPOOOB, OIIOCPETOBAHHBIX KOM-
niaeMeHToM. CuctemMa KOMIIEMEHTa MpeCTaBiseT
€000 PH3UMATHYECKUI KacKa, COCTOAIINI U3 Oel-
KOB TUIa3MbI, CIIOCOOHBIN K MOILIHOW aMILTH(UKAIINN
rocie ogHOKpaTtHoro ctumyna [24]. Ilog BiusHEEM
OTIpe/IeNICHHBIX COCTOSHUM MPOTUB KOMITOHEHTOB KOM-
MJIEMEHTa MOXKET pa3BUBaThcA ayTOMMMYHHasl peak-
LS, KOTOpas MPUBOAUT K BOCMAIUTEIBHOMY MOBPEX-
JIEHUIO TKaHEM.

C1 — nepBbIit KOMIIOHEHT KJIACCHYECKOTO MYTH aK-
THUBAIMU KOMIUIEMEHTA MPEICTaBIsET COO0I MyIbTH-
MOJIEKYJISIPHBIN KOMILIEKC, cocTosiiuii u3 C1q u Kanb-
nuii-3aBucumoro terpamepa C1r/Clr -Cls/ Cls. Tpa-
nuuuonHas ¢ynkuus Clq B 3TOM KOMILIEKCe
3aKJII0YaeTcsl BO B3aWMOJEHCTBUU U TOCIENyoIen
aKTUBAIMM B pe3yJIbTaTe OrpaHUuYEeHHOTO MPOTEoan3a
tetpamepa Clr/Clr-Cls/Cls u aktuBanueii Kiaccu-
yeckoro myTH. AktuBanust Clr u Cls (koTopsie siBs-
I0TCSl IPOTEMHA3aM1) CTAaHOBUTCSI BOBMOKHOM 1ociie
ces3piBanms Clq c ummyHnornoOynunamu (Ig), popmu-
posanus UK. C1q— mukonpoTenH, NpruHaIeKani
K CEMEICTBY KOJIJIEKTUHOB, C MOJIEKYJIAPHOW Maccoil
410—462 kDa. Ero cTpykTypa rekcamepHa U COCTOUT
13 TIIOOYJISIPHBIX TOJIOB, COSAMHEHHBIX € KOJLIareHOTIO-
JTOOHBIMH XBOCTAaMH B BUJIE TPOMHBIX crirpasieit. [o-
Oynspuble ronosku Clq ceaswiBarores ¢ C, 2 nome-
HOM MoJieKybl [gG mnu CHS nomeHoM [gM. Kaxnas
TsKenas 1uenb Ig conepKuT TOIBKO OJJHO MECTO CBSI-
3piBaHus i C1q. C1q gomkeH coeTUHTHCS 10 Kpaii-
Hell Mepe ¢ 2 TsHKENIBIMHE LEsIMU, 4ToObI KOH(pOpMa-
LIUOHHBIE M3MEHEHHsI KOMILIIEKCa MOBJIEKIIN 3a co00it
aktuBanyio Clr u Cls, mosToMy aKTUBAILIMS BO3ZMOXK-
Ha TOJBKO NpH cBsizbiBanuM ¢ Ig B popme UK ¢ mynb-
THBAJICHTHBIMU aHTUTeHaMH [25].

OcHoBnble Ononorndeckue pynkunu C1lq B opra-
HHU3MeE cBA3aHbI ¢ kinpeHcom UK u kietok, noasepra-
IOIIUXcA anonTo3y [26, 27]. Hapyiienue sTux npoiiec-
COB MOYKET ITPUBOJUTH K BO3HUKHOBEHHIO ay TOUMMYH-
HBIX peakIiii 1 IMMYHOKOMIUIEKCHOMY MOBPEXKICHUIO
TKaHel, 4To MOATBEPKAAeTCs PsAOM HaONIIoOAeHUH.
MoHbIM pepacoaraloyM (akTopoM pa3BHTHS
CKB sBnsitoTcs ciiydad TOMO3UTOTHOTO Je(UIIUTa
Clq, C2,u C4[28, 29]. Kpome TOro, y HOKayTHBIX 110

Clq Mmbleii pa3BUBaeTCs CHHAPOM, MOJIOOHBIN JIf0-
nyc-HeQpuTy, ¢ 0OHapy)KEHHEM B MOYKaX MHOXKe-
CTBEHHBIX allONTOTHYECKUX PparmeHToB [27], a cro-
COOHOCTH MaKpodaroB K yIaJeHHUIO allONTOTHYECKUX
TeJel mpu HUu3KkoM copepxanuu C1q in vitro cHukeHa
[30]. Omucan u cryvaii CHUOKEHUS CeNIe3eHOYHOTO KITH-
perca UK y 6onbHoro ¢ C2 aedururom u CKB ¢ xo-
poummM 3¢h(heKToM OT BoccTaHoBIeHHs ypoBHS C2 npu
UCIIOJIb30BAaHUU CBEXKE3aMOPOKEHHOM Tuia3mel [31].
[MponemoHcTprpoBaHo, uto nepuuut C1q ycunusaer
ayTOMMMYHHBI€ ITpoLecchl pu MoaearpoBannu CKB
B okcrniepumente [32]. Clq cnenuduyecku cBs3bIBa-
eTCsl ¢ aloNTOTHYECKUMH TelbllaMi KepaTHHOLUTOB,
KJIETOK SHIOTENNs ¥ TUMPouuToB [33-35] u, Hapsiy
¢ C3, onocpenyer ux ynanenue [36, 37].

CrnenyeT UMeTh B BUJLy M TO, YTO OJioKajaa (MiIu
nepuut) Clq umeer kyna 0oee 3HaYUTEIbHBIE OHO-
JIOTUYECKHUE MOCIEeACTBUS, KOTOPble HANpsIMYIO He
CBSI3aHBI C 3aITyCKOM KJIaCCHYECKOTO MyTH aKTHBALIMU
KoMIUIeMeHTa. Peub uzet o perynsatopHoii poiun Clq
B OTHOILIEHUH IMPOLIECCOB aroITo3a U MO Iep KaHus
aytorosiepanTHocTH [38, 39]. [ToMrMoO TOCIIeCTBUH,
CBSA3aHHBIX CO CHMKeHHeM ounieHus ot UK u anon-
ToTudeckux Kietok, Clq-nedunuTHeie COCTOSHUS
MOTYT BIIUSTH Ha MPOLIECCH OTPUIATENILHOTO 0TOOpa
ayTOpeaKTUBHBIX B-KieTok — GpopMupoBaHHs TOJe-
pantHoctu. C1q, mpucoeauHenHsIi k anturenam CKB
(dsDNA wunu sinmepHbie Oeliku), ¢ IpyTUMH OelTKaMu
Crenn(pUIECKOro pacio3HaBaHHs aKTUBUPYET CHCTe-
My KOMIUIEMEHTA, IPUBO/IS K YCHIJIEHUIO pacrlio3HaBa-
HUS aHTUTEHOB U CBS3bIBaHMS ayTOPEaKTHBHBIMU B-
mumponuramMu koctHoro mosra. Cumxenne Clq B
9TOM cllydae MOXET MPensTCTBOBAaTh HEraTUBHOMU
CeJIEKLIMH He3pellbIX B-Ki1eToK, KOTOpble aKTHBUPYIOT-
Csl U 3ammycKarT mponykuuto aytoanturen [40]. Ta-
KHM 00pa3oM, MpUHUMasi HENOCPeICTBEHHOE yyacTHe
B Ipoliecce HopMaibHOTo anonTo3a, C1q cmocodeTBy-
€T OYMUIEHWIO OT MOTEHLHUAJbHBIX ayTOAHTUTEHOB,
MPEIOTBpAIAeT CTUMYIALNI0O NMMYHHON CUCTEMBI U
ayTOMMMYHHbBIE PEaKII1H.

Anumu-Clq 6 namoeenese I'VB. BriepBele B Ha-
yajie 1970-x rogoB mokasaHo, 4to, nomumo MK, cBs-
3piBaeMbIX Clq B TBepaoil ¢asze, Taxxke onpenens-
I0TCSI U JIPyTHE «HEUIESHTH()UIMPOBAHHBIE PEaKTaH-
TBI» C HU3KOW MOJEKyIsipHOW MmMaccoit [41]. B
JanbHeneM ObUIO MOATBEPKICHO HATMYNE 0COOBIX
C1g-npeunnuTrHOB, OITMCAHHBIX B IEPBbIX CEPUIX Ha-
Omtonennii [42—45] v uICHTUPHUIMPOBAHHBIX KaK ayTo-
anTtutena k Clq [46]. B cBoto ouepenpb, MeXxay ypoB-
HeM aHTU-C1q ¥ pa3HBIMH THIIOKOMIUIEMEHTEMUYEec-
KAMH COCTOSIHUSIMU ObLIIa TTOKa3aHa OTYETIINBAs CBSI3b
[47,48].

Xots anti-C1q— BaKHBIN AMarHOCTUYECKUI Map-
kep ['VB [5, 7], cnenyet yunutsiBath, uto anTu-Clq
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Hecrieunuunsl 1 ['YB, nockonbKy Takke HaOIo-
natorcst y 30% Oonbheix ¢ CKB, mpu 3ToM, y 60Ib-
mHCTBa (80—90%) ¢ nromyc-HedpuTtom [26]. Beposit-
Ho, Hannyue aHTH-Clq co3maeTr yciaoBus s Cylie-
CTBEHHOTO MepeKpecTa KIMHNYECKON CUMIITOMAaTHKH
MIPU THX ABYX 3a00J€BaHUSX, TIPUAaBasi UM CXOXKHE
yepTsl [49]. AuTu-Clq pu I'YB u CKB noxoxe oau-
HAaKOBBI, TaK KaK CBA3BIBAIOTCS C OJHOM U TOM ke
CTPYKTYpOH, a UMEHHO, KOJIJIareHONOI00HBIM y4acT-
koM C1q (collagen-like region — CLR-C1q) aToro kom-
moHeHTa KoMmiieMeHTa. CBsA3bIBaHUE in Vitro, 4TO
MPUHLIMIHAIBHO BaKHO, TPOMCXOANT MTPEUMYIECTBEH-
HO ¢ aJICOPOUPOBaHHBIM K meepootl (haze Clq, HO He
TOrNa, KOrja 3Ta MOJIEKyJla HaXOAUTCS B CBOOOTHOM
COCTOSTHMH, HanlpuMep, B LUpKyIsuuu. [Ipu aTom, ecnu
MOBEpPXHOCTH ¢ afgcopoupoanusiM CLR-Clq obpa-
6orana antu-C1lq, moay4eHHbIX 0T O0NbHBIX ¢ ['YB,
To nocienytoriee nodasiaeHne antu-C1q oT O0NbHBIX
¢ CKB nomnonHuTeabHOTO CBsI3bIBaHUS He qaeT. Crpa-
BeAJIMBA M 00paTHast CUTyalHsl, YTO, OYEBUIHO, yKa-
3pIBaeT Ha cBs3biBaHue aHTU-Clq mpu ['YB u CKB ¢
onHUM U TeM ke anutonoM Clq [50].

OnvH U3 HEeHTPaJIbHBIX BOIPOCOB 3TOM «HUCTOPUID
— 3TO MeXaHu3MbI, Ojarogaps koropbiM Clq mproo-
peTaeT ayTOaHTUTE€HHBbIE YePThl M KOTOPHIE MOKa He
ycranoBieHbl. Cunraercs, uro C1q, Kak aHTUTeH IS
ayTOaHTHUTEN, PACIO3HACTCS TOJNBLKO B TBepAoi daze
MOTOMY, YTO UMEHHO B TaKOM COCTOSTHMM PacKpbIBa-
eTcs 10 3Toro cKphIThIi sanuton B CLR-C1q [51-53].
Bormpoc B ToM, ¢ Kakoil MOBEPXHOCTHIO TOJKEH OBITh
ces3an Clq, 4ToOBI ipeTepreTh KOHPOPMAIIMOHHbIE
W3MEHEHUS M CTaTh aHTUI'€HOM-MHILIEHBIO JJIsl aHTH-
C1q? MoxHo 656110 OBI TPETOI0KUTH BOSHUKHOBEHNE
MaTOJIOTUYECKUX peakiuii B oTBeT Ha C1qAb mpu nx
B3aumoeiicteuu ¢ Clq win B cocTaBe [MUPKYIHPYIO-
umx MK [54], niam B TKaHEBBIX CTPYKTYpax.

B nepsoM BapuaHTe, 110 KpaitHell Mmepe, IpUMEHU-
TeNnbHO K KauHuueckor monenn CKB, nanbonee Be-
POSITHBIM MexaHn3MoM oOpa3zoBanus anti-C1q panee
CUHTAJIN HKCIIPECCUIO HEOIMUTOIIOB Ha MOBEPXHOCTH
Clq nocne ceszbiBanus ¢ UK [54] ¢ anpuopHoii Oa-
30# B BUJI€ SIBHOTO MMMYHOKOMIIJIEKCHOTO TIaTOTeHe-
3a CKB u xopormro n3BecTHbIX cBoiicTB Clq B OTHO-
meHuu cesa3piBanHus U kinupeHca UK. B takom ciryuae
antu-C1lq Mornu Ob1 ycrmunTh obpazoBanue MK B pe-
3yJbrare yBeauueHus pasMmepos MK, nmockonbky
W3BECTHBI JIAaHHBIE O 3aBUCHUMOCTH MEXIY pa3Mepa-
mu UK u ux genosunueii [43, 55]. [locnenyrommii 3ax-
Bat MK nnu o6pazosanue UK in situ ¢ yauactuem Clq
Y MOCJeAYIOMUM npucoeannenneM aHTu-C1q MoxeT
MPUBOJUTH K Pa3BUTHIO JIOKAJbHOTO BOCHAJIEHUS.
AnTu-Clq Brusitor Ha Ounonorndeckue pynkimu Clq
nocie cBs3bIBaHus 1 o6pazoBanus MK ¢ Hapyuienu-
€M JMHAMHUYEeCKOrO PaBHOBECHS C JIPYTMMH KOMIIO-
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HenTamu C1 u ero aktuBanuu [56]. B ¢hyHKIIMOHAB-
HOM IIJIaHE 3TO HAMIOMHHAET BPOXKICHHBIH Ae()UIIT
Clq, xoTopsIif Takxke nmpuBoauT K faeno3unuu UK B
TKaHU W pa3BUTHIO MoBpexaeHus. OxHako Oonee
MO3/IHHE JaHHbIE HE MOATBEPANIHN MPEATION0KEHUS
o ToM, uTo aHTu-Clq camu o cebe HE BBI3BIBAIOT
aktuBanuio C1 nmocne cesi3piBanus ¢ Clq vu in vitro,
HU in Vivo, KaKk OOBSICHEHUS CBSI3U MEX]Y YPOBHEM
ayTOQHTHUTEJ W TUIOKOMILIEMEHTeMHue [57].

Bwmecte ¢ Tem, B konTekcte cBsizu CKB ¢ Hapy-
HIEHHEM KJIHpeHca KJIETOK, MOABEepraroliuxcs amnor-
TO3y W 3Kcnpeccupyronmx perentop k Clq, Oonee
NpaBaoNoJ00HOM MpeNCTaBIseTcsl Apyrasi TUIOTe3a.
BepositHo, uto Clq, cBA3bIBasACh C MOBEPXHOCTHIO
armoNTOTUYECKHX KIIETOK, IPHOOpETaeT (ayTo)aHTHIeH-
HBI€ YepThl, TOAOOHO TAKOBBIM SIEPHBIX KOMITOHEH-
TOB KJIETKH, KOTOpPbIE B HOPME HEJOCTYITHbI HMMYH-
HOM cHcTeMe, HO ABJIsIoTCs ayToaHTureHamu npu CKB.
Pe3onHO mpenmnonaraTh HaTU4KUe CUTyalHil, B KOTO-
pBIX: a) mosiBIIsieTcs M30BITOK (Heo)anuTonoB Ha Clq
B pe3yibrare ero cBsizbiBanuu ¢ MK wim ¢ anonroTu-
YeCKUMH KJIETKaMH, WK 0) P yBEIUYEHUH BPEMEHU
UX 3Kcno3uun. B atux cnydasx snurons! C1q MoryT
CTaTh ¥, BEPOSITHO, CTAHOBITCS «OOBEKTOM HMHTEpe-
Ca» UMMYHHOH CHCTEMBI, C pa3BUTHEM ayTOUMMYH-
HOH peakuuu B hopme oOpazoBanus antu-C1q u nmoc-
JIeYIOIINM HapylIeHueM (QyHKIHI KoMIiemenTa [58,
59]. HenaBHO moy4YeHbl ¥ BEChMa WHTEPECHBIC JaH-
HbIE MOATBEpKAAroNINe 3TO npeanonoxenue. Clq,
npucoenuHeHHslil k UK unu Ig, He cBs3biBaercs ¢
antu-C1q. Hampotus, antu-C1(q, BeIIeICHHBIE U3 ChHI-
BOpPOTKH KpoBH 60i1bHBIX ¢ CKB u I'VB, ¢ ananuzom
pacnio3HaBanus Clq cBsI3aHHOTO ¢ pa3HBIMHU KJlacca-
MU Ig, IMMYHHBIMU KOMIUIEKCAMH M alIONTOTHYECKU-
MU KJieTkamHu, ¢ riomoiisio FACS-ananu3a u koH(o-
KaJIbHOW MUKPOCKOITHH CTIEHM(HIHO HAITPABIEHBI ITPO-
THB paHHMX aNONTOTUYECKUX KJIeTOK. B To ke Bpems,
C KJIETKaM ¥, HaxOIIMMHUCS B OoJiee IO3JHUX CTaIH-
ax anonTo3a, antu-Clq He cBsabiBaics [60].

Takum 00pa3oM, KOH(HOPMAITMOHHBIC H3MECHEHUS
Clq, HeoOXoauMBbIe 17151 TPOSIBIICHUS €T0 aHTUTEHHBIX
CBOMCTB, OMPEAETSAIOTCS HE CTOIBKO TUIIOM, CKOJIBKO
NpUpoAOH iuranja. TakuMu JTUraHaamu, 1o Bcei Bu-
JUMOCTH, ABJISIOTCS perentopsl kK C1q Ha MoBepXHO-
CTH KJIETOK, TOJIBEPraloIINXCcs aronTo3y. DKCIpeccus
9TUX PELENTOPOB KPUTHUECKH Ba)kKHA JJIsI HOpMaslb-
HOTO KJINpEeHCca aloNTOTHYECKUX KIETOK C yJacTHeM
Mmakpodaros. C1q urpaet u poib B (harourose uepes
CBSI3bIBaHME C MPOIyKTAaMH KJIETOYHOIO pacraja, Ko-
TOpBIE 3aTeM MOTIOUIAIOTCS MakKpoQaraMmu, Takke
MMEIOIIMMHU MTOBepXHOCTHBIN peuentop k Clq. Mme-
IOLIMeCs JaHHbIe CBUIETENBCTBYIOT O TOM, YTO UMe-
€T MeCTO MHTEepHAIMOHAIN3allMs SHAOTeHHBIX aIor-
TOTMYECKUX KJIETOK HEe3PeJIbIMU aHTHIe€H-TPE3eHTH-
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pytomumu kinetkamu (AIIK). Dtor BecbMa addek-
TUBHBII MEXaHU3M KJIMPEHCa allONTOTUYECKUX KIIETOK,
nomumo Clq, onmocpenyeTcss U ApyTUMH MOJIEKYJa-
MU, KPUTHUYECKU BKHBIMU JJIs1 PAcIO3HABAHUS, I10-
IOUIeHUsT UK Jn3ocomanbHol aerpagaunu JHK u
CBSI3aHHBIX C HEM MOTEHIMAJIbHBIX ayTOaHTUTeHOB. K
TaKUM MoJIeKyJiaM oTHocsiTes, Hapsaay ¢ Clq, C4, IgM,
JPyTOil MEHTPAKCUH — CBIBOPOTOYHBIN amunoun P,
THPO3UHKHMHA3a c-mer MPOTOOHKOTeHa, 6enok-E8 (Oe-
JIOK YaCTHI MOJIOYHOT 0 5KHPa), CKIBUHKEP-PELENTOo-
pel ki1acca A, nuzocomanbHas DNasza Il Jledpunur
TaKMX MOJIEKYJ MPUBOAWUT K Pa3BUTHIO ayTOUMMYH-
HBIX peakKlMi 3a CUeT IMOsBJIEHUEs] ayTOPEeaKTHBHBIX
TUM(OIMTOB M3-3a HAPYIICHUS OYMILCHHUS TKAHEH OT
OCTaHKOB KJIETOK, TIOIBEPTaIOIIIXCs aronTo3y [27, 61—
68]. Taxxe n3BecTHO, yTO y Jtoeld CKB accouunnpy-
eTcs ¢ TCHETHUECKUMHU JIe(pUIMTaMU (aKTOPOB KOM-
iemenTa [69, 70] u HapymienueMm darormroza AK [71,
72].

AyTOTOJIEpaHTHOCTh UMMYHHBIX KJIETOK MOYKET
M3MEHSTHCS U BCIIEACTBHE MPSIMOTO HapyIIEHUS B3a-
nmoneicteus Clq B npucyrctBuu antu-Clq c nena-
PUTHBIMH KJIeTKaMu, mockonbky Clq urpaer cyiie-
CTBEHHYIO POJIb B UX PETYIALNN. DTa perysaius ocy-
LIECTBIISIETCS Iy TEM CHIKEHUS POy KIIUH LIMTOKMHOB
1 3KCIIPECCUM MOJIEKYJT KO-CTUMYIIALNU U, B 1IEJIOM,
cHkeHus T-kietouHoro oteTa [73,74]. CymecTBy-
10T U Jpyrue Mexanusmbl Biausaus Clq Ha pyHKIUN
KJIETOK UMMYHHOM CHUCTEMBI, KOTOpPbIe MOTYT UMETh
OTHOIIIEHHE K HAPYLIEHHIO TOJIEPAHTHOCTH U KOTOPbIE
OTHCaHbl B ACTATBHOM TeMaTuueckoMm o63ope [75].

OtaenbpHOr0 00CyKACHHS 3aCITyKHBAET J0CTATOY-
HO BBICOKasl pacnpocTpaHeHHOCTh aHTH-C1q B momy-
JISIUK 0€3 NMPU3HAKOB ay TOMMMYHHOTO 3a00JIeBaHuUs
[11-18]. C onHO# CTOPOHBI, 3TU NaHHBIE YKA3bIBAIOT
Ha HEOOXOAMMOCTh MOKa HEU3BECTHOTO COYETAHUS
anTu-Clq ¢ apyruMu Qaktopamu JUis peanu3aluu
MaTOreHHOTO JeHCTBUSA ayTOAHTUTENl W HaJINYHe Be-
POSITHBIX MEXaHHM3MOB 3aIUTHI OT HApYIIEHUH ToJie-
panTHOCTH. C ApYyroil — KOCBEHHO MOATBEPHKAAIOT HX
CBSI3b C allONTO30M, MTOCKOJIBKY PaclpoCTPaHEHHOCTh
anTH-C1q cyl1ecTBeHHO YBETUYHNBAETCS C BO3PAcCTOM
[11-18]. OTBeT Ha BOIPOC, SBISIOTCS JH OSCCUMII-
TOMHBIe HOocuTenn anTu-Clq rpynmnoi pucka mo pas-
BUTHIO ay TOMMMYHHOH NaTOJIOTHH, TpeOyeT MpoBeie-
HUS TIPOCTIEKTUBHBIX HCCIIEJOBAHUIA.

Ilamoeenesz I'YB u CKB: cxoocmeéa u paziudus.
Jeduuut KoMIieMeHTa MOKET ObITh CYyIIeCTBEHHON
MPUYHNHON HE0CTATOUHOTO yaIeHus! 0TpabOTaHHbIX
KJICTOYHBIX TPOAYKTOB («waste disposal»), uto cum-
TaeTcs KpaeyroibHbIM MoMeHTOM B pasutuu CKB
U IIUPOKO 00Cyxkaaercs B auteparype [76—78]. Mme-
IOLIMECs TAaHHBIE, C TOUKU 3pEHHS MOJIEKYIAPHOH OHO-
Jioruu, no3BoJigioT otHecTH [ YB, kak u CKB, k 3a00-

JIeBaHMSIM, aCCOLIMUPOBAHHBIM C HapyIIEHUSMU TPO-
[[ECCOB HOPMAJILHOTO aronTo3a U 3THOJIOTHYECKH, U
naToreHeTH4ecku. B 3ToM cmbIcie MOXKHO Mpesrno-
JIOKUTh, YTO MHULIMAJBbHEIC dTAllbl naToreHe3a I'YB
HanomuHaoT TakoBbie CKB. I[lpenmnonoxutenbHo
MaTOreHeTUUECKUe PazInyusl 3aKI04aloTCsl B TOM,
yto npu ['YB HapylieHue win CHUKEHHUE KIIMpEeHca
aroNTOTHYECKUX KJIETOK MPUBOJIUT K aKKyMYJSLIUU
MIPOTYKTOB arloNTo3a B TepMUHATUBHBIX LIEHTPaX JIMM-
(haTnvecKHx y3J0B, TOSBICHHUIO ayTOPEaKTUBHBIX B-
KJIETOK U MTPOAYKITMH ayTOAHTUTEN TOJIbKO K C1q. DTH
ayTOaHTHUTeNa HapyIaoT B3aumozeiicteue Clq ¢ ero
pelenTopaMy Ha MOBEPXHOCTH aloNTOTHYECKHX KJle-
Tok 1 AITK (Makpodaro, 1eHIPUTHBIX KIETOK), TPHU-
BOJIS, C OJJTHOH CTOPOHBI, K AajbHEHIIEMY yCyryoie-
HUIO HApYIIEeHNWH anonTo3a, (harouTos3a 1 TOJIEepaHT-
HOCTH, @ C APYrol — K TUMHUYHBIM CHUCTEMHBIM
KJIMHWYecKUM nposieieHusM. [Ipu knaccndeckoit CKB
MIPOMCXOANT TO K€ CaMO€, OJTHAKO, IPETTONI0KUTENb-
HO B pe3ynbTare 0ojiee TIyOOKHUX HapylIeHHH HOp-
MAaJTbHOTO aroITo3a 1 0oJee ITUTENbHON IKCITO3ULIUH
ayTOAHTHTEHOB Ha TOBEPXHOCTH allONTOTHYECKUX KJle-
TOK (popMupyeTcst Gosee LIMPOKUN CEKTP ay TOAHTH-
Tel K BHYTPHUKJIETOYHBIM aHTHIeHaM, KOTOpbIE, Kak
W3BECTHO, MOSABIISAIOTCSA Ha TOBEPXHOCTHU KJIETOK B TIPO-
1ecce ux anonTtosa (Hampumep, Ro 62, Ro 50, La, anu-
oHHbIe pocdomunusl) [79]. Bo3sMoxHO, 4TO OTIHYUS
B KinHHYeckux npossieHnsax CKB u I'VB nononnu-
TEeJIbHO CBSI3aHBI C OTCYTCTBHEM IHIMPOKOIl epeKpec-
THOHW peakTuBHOCTH aHTU-C1q B cpaBHEHUM C OOJIb-
IIMHCTBOM JIPYTHX ayTOAHTHUTEN, 0OHapy>KHBaeMBbIX
npu CKB [80, 81]. Uckirouennem MoxeT ObITh Cyp-
(hakTaHT, 4YTO KIMHIUYECKH TPOSIBISIETCS Y CKOPEHHBIM
pa3BUTHEM XPOHHUYECKOW OOCTPYKTHBHOH 0OJe3HU
nerkux y 6ompHbIX ¢ ['YB [8, 82].

Takast runoreza MOXKeT 0OBSCHITH M KIIMHUYECKHE
Cly4dau «4MCTOro» WK uaunonaruyeckoro I'YB Tomb-
Ko ¢ aHTH-C1q 1 onMCcaHHOM BbIIIE KIMHUYECKOH Kap-
TUHOM, U Hanuue cuHapoma ['Y B, conyTcTByromiero
CKB, a takxe apyrum 3abosieBaHusiM. TeopeTuyec-
ku I'YB MoskeT pa3BuBaThCs TpeMst MyTAMHU: 1) TONb-
ko ¢ ¢opmupoBanueM aHTu-Clq (Mauomaruveckuit
['YB); 2) c omHOBpeMeHHBIM (hOPMHUPOBAHNEM U AaHTH-
Clq, n ayToaHTHUTEN K SAEPHBIM aHTUTEHaM ¢ (HOpMU-
posanneM CKB ¢ cunnpomom I'VB u 3) ¢ nepBuu-
HBIM NepcucThpoBanneM aHTu-C1q 1 nocieayomum
o0Opa3oBaHHEeM JIPYyTHX ayTOAHTUTEIN BCIIEACTBHE Ha-
pywenus knupeHca AK. B mocneanem ciydae kiu-
HUYECKU HaOMoIaeTCs TpaHchopMaIivst KIIMHUUECKON
kapTunbl ['YB B tunuunyro CKB. [lockonbky aHTH-
C1q B00OI1IE HE IETEKTUPYIOTCS Y 3HAYUTEIILHOM J0JIN
6onpHBIX ¢ CKB [14], HeoOxoqumo mpemnonararh Ha-
JWYUe IPYyTUX MEXaHU3MOB (DOPMHUPOBAHHS ayTOUM-
MYHHTETa B pe3ylbTaTe HapylLIeHUH anornTosa ¢ pas-
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BUTHEM TOTO WIIM MHOTO 3a0oJeBanus. B vactHocTH,
n3BectHo, uTo npu CKB y psana 601bHBIX B OTCYT-
crBue aHTH-Clq Habmonatores antutena Kk Ro 60
aroToIy, MOSABJSIOUIMMCS Ha MOBEPXHOCTH KIIETOK,
TaKKe HAXOISIIUXCS B pAHHUX CTaIUsAX armonTo3a [83].

B cBere umeromuxcs cBeIEHUNW aBTOP JaHHOMU
MyONUKALMK TPEAINoJiaraet, 4YTo 00pa3oBaHUEe aHTH-
C1q MoxeT OBITb BTOPUYHBIM COOBITHEM U MapKe-
POM HAaKOTJIEHUsS] paHHUX arONTOTHYECKUX KJIETOK B
pe3ysbraTe H30BITOYHOTO UX 00Pa30BaHUs WK U3-32
CHIDKEHMs UX KiupeHca. [lepBUYHBIM cOOBITHEM B
HapyIIeHUH KITMPeHca alloNTOTHUECKUX KJIETOK MOTYT
OBITh TeHeTHYECKUe/TIPUOOPETEHHBIE HAPYILIEHHS MO-
JIeKyYIISPHBIX/KIETOYHBIX COOBITHI MPH MHAYKIUH B
KJIeTKax arnornro3a. BMecte ¢ TeM, KJIMpeHc amnomnTo-
TUYECKUX KJIETOK MOXKET ObITh CHHKEH BTOPHUYHO B
pe3ynbTare HapylleHHH WX (arouuTosa, a TakkKe B
pe3ynbTare NepBUYHbBIX HApyIIEHUH ayTOTOJIepaHTHO-
CTH — HanpuMep GOPMUPOBAHMUS KIIOHA Ay TOPEAKTHB-
HBIX B-KIleTok ¢ BBIPaOOTKOH ayTOaHTHTEN K MoJie-
KyJlaM, UTparoIliM Ba)KHYIO pOJIb B allonTo3e (HarpH-
Mep k Clq). [lo ogHOMY clleHAapHIO UCXOTHOE
yBEJIMUEHHE KOJIMYeCcTBa aroNTOTHYECKUX KIETOK
BbI3bIBAET YBEJIMYEHNE TKaHeBOro cBs3biBaHus Clq,
nocnenytomiee oopazoBanue antu-Clq, 3amennenue
arornTo3a U HapyIlleHHe TOJIEPAaHTHOCTH C pa3BUTHEM
ayTOMMMYHHBIX CUHApOMOB. [lo npyroMy crieHaputo
— obpaszopanue antu-Clq, c 6imokanoii Clq u Hapy-
HIeHueM OMONIOTHYeCKUX (PYyHKINI KOMIUIEMEHTA, KaK
Ha MOBEPXHOCTH allONTOTHYECKUX KIIETOK, TaK U B MaK-
podarax MoXeT ObITh TIEPBUYHBIM COOBITHEM, CIIO-
COOHBIM NMPHUBOAUTH K HAPYLICHUSM TOJIEPAHTHOCTH/
Ay TOUMMYHHBIM PEaKIHsIM.

C »TUX MO3UIIHIA MOKHO OOBSICHUTH Pa3BUTHE AHTH-
C1q 1 accouuMpOBaHHBIX KITHHUYECKUX CHMITOMOB B
pamkax cuHjpoMa I'YB, BTOpUYHOro o OTHOLIEHUIO
K psily MHEKLWH, HeoTia3Mm, JIEKapCTB U ay TOMMMYH-
HBIX cocTostHui, momumo CKB. B aTom nnaHe moka-
3aTeNibHO, uTo y O0osbHBIX ¢ HCV- uHdekueit yacto
BBIsIBIISIIOTCA aHTH-C1(, KOTOpBIEe, OIHAKO, HE KOppe-
JUPYIOT C KIMHUYECKUMHM MPU3HAKaMHU TSKECTH 3a-
OoneBanus u HamnuueMm MK (kpuorioOynnHemueit)
[19]. BepositHO, uTO cBsi3piBanue Clq ¢ auranmamu
THUTIA SJIEPHBIX TPOTEMHOB BUpYCa, B TOM YHUCIIE B CO-
craBe MK [84], He npuBOAUT K CyIIECTBEHHOMY Ha-
PYLICHHUIO ay TOMMMYHHUTETa/TONEPAHTHOCTH. B 3TOM
ciyuae noBpexxaenue HCV B-kieTok xo3s1Ha ¢ BbI-
paboTkoit umu ayToanTutea K C1q MOXET ObITh HHU-
LMAJIHBIM MEXaHU3MOM, HATTOMHHAIOIIIUM TIaTOT€HE3
KkprornoOynuaemun. Mimeercst onpeneneHHas qoka3a-
TenbHas 6a3a B OTHOIIEHNH CBSI3U IPOTPECCHH OITYXO-
JIell 1 ayTOUMMYHHBIX PEaKLUil uepe3 3aMelIeHue
amorito3a [85]. IIpu 3TOM, OCTaeTCsl OTKPBITHIM BOII-
pOC 0 TOM, 4TO IEPBUYHO: YBEJIHUEHHUE alloNTo3a WIN
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BBIPa0OTKa aHTHUTEN OMYXOJEBBIMH KJIETKAMH MpPH
I'VB y 6onbHBIX ¢ B-Kj1€TOYHBIMU HE-XOKCKHHCKH-
mu jiumpomamu [86].

CrnenyeT OTMETUTDH OTJEeJIbHbIE HaONIONEHUS O
pa3BuTHH 3200JI€BaHKS Y POJCTBEHHUKOB, UTO 3aCTaB-
JISIeT MpeJnoiarath Tak)ke M FreHeTUYeCKHue MeXaH!3-
MBI WJIM MTPEIPacookKEeHHOCTh K pa3BuThio ['YB [87,
88].

AHTH-C1q ¥ mopakeHHe MOYeK

Accormmarnus antu-Clq ¢ TedeHreM BocaauTelb-
HOTO MOpakeHUs KITyOOUKOB Hanbosee AeTalbHO OITU-
caHa JUIsl Jiforyc-HedpuTa. X0poIllo M3BECTHO, YTO
autu-C1q cBsA3aHBI ¢ KIMHUYECKUMU MPOSIBICHUSIMHU
muddysHoro nponudepaTiBHOrO BapHaHTa JIIOMyC-
HedpuTa. [Tpu 3Tom 1 anTr-dsDNA, 1 ant-C1q 6bu1H
O/IHAKOBO BaYKHBI JJIsI [TPOTHO32 BCIIBIIEK He(hpUTA TIPH
CKB, onnako, nipu 3ToM, Hapactanue aHTH-dSDNA
TaK)Ke COMPOBOKAAIOCH IKCTPAapeHATbHBIMHU MPOSIB-
neHusiMu OoJie3HU. B TosoBHHE cilyyaeB yBelndeHne
TUTpoB aHTU-C1q conmpoBOXkAaIoch pa3BUTHEM 000-
cTpenus momnyc-uedpura [89, 90]. laxe eciu TUTPBHI
anTu-Clq He Bcerna cOOTBETCTBYIOT KIMHUYECKON
aktuBHOCTU 3a0osieBanusi CKB, B nr000M ciiydae —
9TO SIBHBIM MapKep aKTHBALMK KJIACCHMYECKOTO MyTH
KOMIUIEMEHTA, KaK MPaBHUII0, CBOMCTBEHHOTO ISl He-
ONaronpusATHOTO TeUeHUs TioMmepyionaruu [45, 91].
B uenowm, antu-Clq paccmatpuBaetcs Kak Mapkep
aktuBHOcTU CKB 1 o1vH U3 mapaMeTpoB it KOPPEeK-
1M TEPaTH, TOCKOJIBKY YBEJIIMUEHHE X TUTpa o0Jia-
JlaeT CyIECTBEHHOI MPOTHOCTUYECKOH 3HAYMMOCTBIO
B OTHOIIIEHUH 000CTpeHui momyc-Hedpura [89, 92].

HeGe3biHTepecHbl 1 TpeOYIOT pa3bsiCHEHUH KIIH-
HUUYECKUe HaOmoneHus o ToM, uro antu-Clq otuer-
JIMBO CBSA3aHBI TOJBKO C MPOSBICHUSAMHU MOpPAXKEHUS
nouek rpu CKB, HO He ¢ U3BMEHEHUSIMU B APYTUX Opra-
Hax [23]. DkcriepuMeHTaIbHbIe JaHHBIE TAaK)Ke TTOKa-
3p1BatoT, 4T0 CKB-1momo0HbIe H3MEHEHNS BO3HUKAIOT
y Mblte# , aepunutaeix mo C1q, ¢ NpeMMyIeCTBEH-
HBIM HaKOIJIEHHMEM aroNTOTHYECKHUX TeJlell B Moyed-
HBIX KJTyOOuKax [27]. DTH 1aHHBIE 3aCTABJISIOT MPEJI-
nojiaraThb, 4To TIIOMEpYJISIpPHbIE CTPYKTYpPBl OTHAaCTH
OoJiee UyBCTBUTENBHBI K HAPYICHUIO KIMPEHca Kiie-
TOK, TIO/IBEpPraolInXcsl aroITo3y, U TakuM o0pa3oM
MOTYT OBITH CHeUn(UIECKUM MECTOM JJIsl peanu3a-
U1 2y TOMMMYHHOM peaKL1u, ONOCPEA0BAHHON aHTH-
Clq. Kpome Toro, Clq siBnsieTcs spKO BBIPa>KEHHBIM
KaTHOHHBIM TIPOTEMHOM, CIIOCOOHBIM JIETKO CBSI3bIBATh-
csl ¢ oTpuLarenbHo 3apsbkeHHo 'BM, uto o0ycinos-
JIMBAET JIETMO3MIIUIO B CTEHKE KalMJUISPOB KITyOOUKa.

[Momumo mromyc-HedpuTa, HanOOIbIIAs pacIpoc-
TpaneHHocTh aHTH-C1q kinacca IgG onpenenena amns
MeMOpPaHO3HO-TTPONIN(EPaTUBHOTO TIIOMEpPYIoHEDPH-
ta (MIIT'H) [21, 22, 93, 94]. Autu-Clq B uccienona-
Huu C.F. Strife u coaBt. [93] BbIsiBIEHbI ¥ 37 U3 68
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(54%) Gonbubix ¢ MIIT'H. [Mo-BuanMoMy, HaTu4me
autu-Clq npu MIITH cBsi3ano ¢ neno3urueit Clq B
KIy0OUKe, Kak Mpy BOJYAHOYHOM Hedpute 3—5 TH-
nax. AHTH-C1q BBIABISIFOTCS TIPH APYTHX Mopdonoru-
YeCKHX BapHaHTax [IoMepyIoHeppruTa: MeMOpaHO3HOM
rnomepynonedppure (I'H), dpokanbHO-cerMmeHTapHOM
[IOMEPYJIOCKIIEPO3€, MUHUMATbHBIX N3MEHEHHSIX, aHTH-
I'BM nedpure [21, 93-96] 1 naxke OCTpOM MOCTCTpEN-
TokokkoBoM ' H. B mocnennem cinydae nx Hanuaue ObLI0
CBsI3aHO ¢ OoJiee BBIPAKEHHOW MPOTEHUHYpPUEH, TUTep-
TeH3HEeH U OTCYTCTBHEM CITIOHTAHHOTO BBI3/IOPOBICHHUS
[18]. Hebe3pinTepecHo, uto antu-Clq MoryT omnpene-
nsiTeest ipu [gA-Hedponaruu [95], onHako, pu 3TOM
oTHocATCs K Ig kitacca A, Kak py peBMaTOUIHOM Bac-
kynute [13].

[Ipeanonosxenne o Tom, yTo aHTH-C1q MOTYT OBITH
BaYKHBIM ATHONIATOT€HETHUECKUM MEXaHU3MOM U CBS-
3aHbI ¢ Oosiee BBIPAKEHHBIMU MOP()OIOTHYECKUMHU
(hopMamMu/TIPOSIBIICHUSIME HE TOJIBLKO TPH JIFOITYC-He-
¢dpuTe, HO U P APYTOI TIIOMEPYISIPHON MTATONOTHH,
MOKa UMEET TOIHKO KOCBEHHBIC TOATBEPKAeHUS [97].
B aToMm miane naTEpecHy 0 HHGOPMAIHIO MOKHO OBLITO
OBI [TOJTYYUTb NPH KITMHUKO-MOP(OIOTHIECKIX COTOC-
TaBJICHUSX U aHanuse tedeHus ['YB-acconuupoBaH-
Horo «riomepyinoHedputa». K coxanenuto, neranb-
Hble HAOJIOACHHS TMOYEYHBIX TposiBieHnid ['YB He
OITyOJIMKOBAHBI, TO-BUANMOMY, U3-32 HEOOIBIIIOTO YHC-
Jla CIIy4aeB B OT/IEJIbHO OMHMCHIBAEMBIX CEPUAX U OT-
CYTCTBHS CUCTEMaTHUYECKUX 0030pOB Ha 3Ty Temy. B
nyonuKanusx cepuitHpIx Habmonennii ['YB mopaske-
HUS KIYOOYKOB OTMeueHbI yacto [5]. Knunuueckuit
crnektp ['YB-acconumnpoBanHoro riomepynoHeppura
JIOCTAaTOYHO LIMPOK: OT «HE3HAUUTENbHBIX MM yMe-
PEHHBIX» TIOBPEKACHHUH 10 OBICTPONPOT PECCUPYIOLITHNX
BapraHTOB. Mop(ooruyeckue HaXoaKH y OOJIBHBIX C
I'VB BapbupyIOT CYIIECTBEHHO U BKJIIOYAIOT, HAPSLY
¢ mudy3HOI/PoKaNTbHON Me3aHTHaIbHOM NpoJTrdepa-
el 1 MeMOpaHO3HBIM [IOMEPYJIOHEYPUTOM, TAK Ke
u Gosee Tsxkenbie popmbl — MIITH, skcrpakanui-
nsipHbIe n3MeHenus [98—104].

SAKJIIOMEHUE

Takum obpazom, ['VB nmeer nocrarodno ompe-
ACJICHHBIC KIIMHUYECKUEC MPOABJICHUA U, OUCBUIHO,
npeacTaBisieT coboit 0codyro GopMy UMMYHOKOMII-
JIEKCHOTO ToBpexkieHus cocynoB. C mo3umuii cope-
MEHHOI MMMYyHOOuoJioruu natorenes ['YB accoruu-
poBaH ¢ oOpa3oBanueM aytoanTturen k Clg-komrmo-
HCHTY KOMIIJIEMEHTA W HApPYUICHUAMU MPOLECCOB
HOPMaJIBHOTO arornTo3a. MoJsieKyIsipHbIe U KI€TOUHbIe
MEXaHH3MBI, JIe)KaI[1e B OCHOBE 3THX IPOLECCOB, B
CYLIECTBEHHOM CTENEeHH MPUOTKPHITHI, OJTHAKO TpeOy-
10T JIOTIOJTHUTENIBHBIX MccieoBaHui. Takke Heo0xo-
JIUMO JajbHeNIIee HaKOIJIEHHE W CUCTeMaTHU3alius

KIIMHMYECKUX JTAHHBIX 00 SMTUIEMUOJIOTHH, OPTraHHBIX
MPOSBICHUAX U TEUEHNH 3TOT0 3aboneBanus. Ceroa-
HS COBEPLIEHHO 04eBUAHO, 4To 'Y B — noka «3omy-
Ka» He()POJIOTHH, PEBMATOJIOTHUH U JIAXKE JICPMATOJIO-
TUU — TpeOyeT MOBBIIICHHOTO BHUMAHUS C yUYETOM
TIPUPO/IBI OOJIE3HU, OIPEICIIAIONICH MOBBIIICHHYIO BE-
POSITHOCTH HEOJIATONMPHUATHOTO MporHo3a. B HeoO-
XOAUMOCTH CBOEBPEMEHHOM TuarHoctuku ['YB u Ha-
CTOPOKEHHOCTH B OTHOIICHUHU €TI0 TIOYEHYHBIX MPOSIB-
JIEHUM Ha MPAKTUKE UHTEPECYIOMIEMYCsl YUTATEIIO
MO3BOJIUT YOCIUThCS OMyOJIMKOBaHHASI B 3TOM HOMeE-
pe KypHaja cepusi KTMHUYECKUX HAOMIONEHUN 3TOTO
HEUYacCTO Paclo3HABAEMOI0 ayTOMMMYHHOTO 3a0oJie-
BaHUS.
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