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OnpegeneHve M __OWarHOCTUYECKUE KPUTEPUU: BaCKyJ'IVITbI npencrasnalT cobon
LUMPOKUIA CMEKTP 3aboneBaHuin UMetoLLmX pasHooGpasHylo npupoay. MepBr4yHbIE BaCKynuTbl Immune Complex Small Vessel Vasculitis

Cryoglobulinemic Vasculitis
MMET ayTOUMMYHHYIO 3TUOJOINI0, KPOMe TOro BaCKyJnTbl HaCTo ABNAKTCA BTOPUYHBbIMU MO 1gA Vasculitis (Henoch-Schénlein)

OTHOLLEHUIO K OMyXOmnsiM, MH(EKUMSM U KoaryrnonaTusiM. [epBuyHbIe BacKynutbl AensT no Hypocomplementemic Urticarial Vasculitis
Kanubpy nopaeHHbIX COCY4OB W MeXaHU3My MMMYHOSIOTMYECKOTO  MOPaXeHUs. (Anti-C1q i/asculms)
Hanbonbliee pacnpocTpaHeHve nony4yuna knaccudukauus Chapell-Hill, 2012. Mol Vidbal Vg s \

Polyarteritis Nodosa
KawasakiDisease

BackynuTbl _KpYMHbLIX W CPedHUX COCyAoB (aopTOapTepPWMUT, BUCOYHbLIA apTepuuT, AnG-oBM Bissase

y3enkoBblii nepuapTepumnT, 6.KaBacakun) cBsi3aHbl C NopaxeHWeM aHgoTenusi. ATOT npouecc
COMPOBOXAAETCH MNOSIBNEHNEM aHTUTeN K aHpoTenuto (mecm 01.02.15.395) n BbIGpocom
LUMTOKMHOB, MPUBOASALMX K BbIPaXXEHHOMY oOcCTpocha3oBOMy OTBETY, B TOM 4ucne
yBenuueHuto CO3 n CPB, Ho cneundmyecknx mapkepoB 3Tol natonoruy He paspaboTaHo.
Mo BbIpaXXEHHOCTWM OCTPOa3oBbIi OTBET MPWU CUCTEMHbIX BacKynuTax 4YacTo MOXOX Ha
cencuc. Backynutbl cocyaoB Menkoro kanvbpa Aensit Ha HECKOMbKO rpynm: -

[paHynemarto3Hule Backynutbl (AHLIA-accoLumpoBaHHbIie), Takne Kak rpaHynemMmaros ¢ ANUA:,:mscop;cp:/r::.:lg‘,l;ys:e'

MOMMaHIMUTOM, MUKDOCKOMMYECKUIA MOMMAHTMMT W 303MHOMUILHLIA  rpaHynemaTos, | ) Granulomatosis with Polyangiits
COMPOBOXAAITCA  MNOSBMEHNEM  aHTUHENTPOMUIBHBLIX  LMTOMNA3MaTUYECKUX — aHTUTen 1 _ (Wegtners) _—
(AHLIA). OCHOBHbLIM TECTOM AMS UX BbIABMEHUS CIYXUT MMMYHO(II0OPECLIEHTHBIN TeCT s (Churg-Strauss) :
BbisiBneHus AHLA ¢ Tunom cBeueHus (mecm 01.02.15.010). Peakuma AHUA, kotopble Giant Cell Arteritis

pearvpytloT ¢ 6enkamu asypodunbHbIX FpaHyn LUTONNa3Mbl HEWTPOdUIoB, NO3BOMNSET

onucaTb 3 TUNa cBeueHus: LuTonnasmatuueckuit (LAHLIA), neputykneapHbiit (TAHLIA) n  Puc.1. Mopdonoruyeckoe conocraenenue kanmGpa
atnnuHblil (XAHLA) — oM. puc.2. AHTuHykneapHbiit cdbaktop (AH®) Takke pearupyeT ¢ COCYAA v TUNa BacKynuTa (knaccugukayus Chapell-Hill
HelTpodunamn, NoaTOMy pekoMeHOyeTCs ANarHOCTMKa rpaHynemMato3Hbix BackynutoB 2012, Jennette J. C. et al. Arth&Rheum 2013, v.65, pp 1-11)
(mecm 01.02.15.035), Bkniovatowas BbiseneHne AHUA u AH®. OnucaHo okoro 10
muweHenn AHLIA, noatomy B cnydae obHapyxeHus AHLIA B PUD TecTe, pekomeHayeTcs
onpeaeneHne KOHKPETHOM MOMEKYNAPHON MULLEHN ayTOAHTUTEN.

MepsuyHoe obcnegosaHve Ha AHLIA cnefyet Bceraa AONONHATL ONpeAeneHnemM OCHOBHbIX
aHTUreH-cneumMduyecknx aHTuTen: adHTuTen K npoteuHase-3 (mecm 01.02.15.140),
aHTUTEen Kk muenonepokcupase (mecm 01.02.15.135), xenaTtenbHO B KOMOMHaUuM c
AHLA-TecTtom (mecm 01.02.15.680). B cnyyae obHapyxeHusi aTUMMYHOro BapuaHTa, T.e.
dopmanuH vyecTBUTENbHBIX XAHLIA, cnegyeT nccnegosaTe aHTUTena K nakrodeppuH-
OHK komnnekcy (tect 01.02.15.915), xapakTtepHbix ansa B3K, a Takke ucnonb3oBaTb
KOMOMHMPOBaHHbIN TeCT ANA onpeAerneHus aHTUreHHbix muweHen AHLUA (mecm
01.02.15.415). OTpenbHbiM 3aboneBaHnem, TECHO CBsA3aHHbIM C BbisiBreHvem AHLA,
aBnseTcs cuHapom Nyanacyepa (anti-GBM), obycnoBsneHHbI aHTUTeNnamm K Konnareny 1V
6asanbHOM MemOpaHbl nouku/nerknx (mecm 01.02.15.085), xapakTepusyloLmncs
ObicTponporpeccupyrowmum rnomepynonedputom (mecm 01.02.15.090).
MMMyHOKOMNNeKCHble BacKynuTbl 00ycrnoBrneHbl MMMYHHOKOMMMEKCHBIM MEXaHU3MOoM,
noA KOTOpPbIM MOHWMMAIOT NONMMEPU3aLmMio UMMYHOIIOBYNMHOB C akTUBaLMeN KOMIeMeHTa.
MopaxxeHnss MenbYanLLMX COCYA0B UMW KanUNAsapuThl (NMENKOLMTOKNACTUYECKME BacKynuThbI)
BO3HMKaIOT Mo BO3AEVCTBMEM UMMYHHbIX kKomnnekcoB IgG, ceasbiBatowmnx C1q (mecm
01.02.15.725), pacTBOPMMOCTb KOTOPbIX CHWXEeHa BCReacTBUMM nonuMepusaummn. Wx
NpuYnHOM MOryT CcrnyxuTb aHtutena k C1q (mecm 01.02.15.365), npuBogsiume K
rMNoKoMMNIeMeHTeMmMYeckoMmy Backynuty Mak-Oaddm u yyacTeyrowme B nonyc-HedpuTe.
OTW  COCTOSHMSA  COMPOBOXAAIOTCA  BbIPOKEHHOW  FMMOKOMMNEMEHTeMUen (mecm
01.02.15.715). UccnepoBaHne remonutuyeckoro komnnemeHnTa (mecm 01.02.15.700) Ha
BLICOTE npoliecca B coueTaHum ¢ LIVIK, siBnseTcs ocHOBOI BuisBNeHus Bceit rpynnl  Pnc.2.  OCHOBHble  TMMLI  aHTUHENTPO(UILHbLIX
ayTOVMMYHHbBIX UMMYHOKOMMIEKCHbIX 3aGoneBaHuit (mecm 01.02.15.730). uutonnasmartuieckux awtuten  AHUA  (1.uAHUA;
KpuornoGynuHemMmuyeckme  BackynuTbl  Hambormee uacto  Bcrpevaiotcss  cpegu  2-MAHUA; 3. xAHUAS 4. AH® Ha HeliTpocounax)
MMMYHOKOMIIEKCHbIX BackynuToB. CKpUHWHT KpuornobynuHoB (mecm 01.02.15.150)
Nno3BONsieT  BbISBUTb 3Ty  PA3HOBMAHOCTb  UMMYHHBIX  KOMIMJIEKCOB,  KOTOpble
XapaKTepusyloTcsi CHwkeHveM pactBopumocT LMK Ha doHe oxnaxpeHuss n sBhstoTcs
NPUYNHOW KOXHOW Nypnypbl, apTpanrui, NonMHeBpuTa v rmomepynoHedputa (puc.2).
Bbigenator  Tpu  opmbl  KPUOTMOOYNMHEMUM, KOTOPble  OTMMYAOTCA MO HanmMuuio
MOHOKITOHaNbHOrO MapanpoTenHa W aKkTUBHOCTW peBMAaToMAHOro daktopa B cocTaBe
kpuonpeuunutara (mecm 01.02.15.351). NccnepoBaHune peBmatomgHoro dakropa (mecm
01.02.15.015) n napanpotevHa B kpoBu (mecm 01.02.15.421) no3BonstoT yCTaHOBUTL
XapakTep KpuornobynMHemun, NPpUYMHOMA KOTOPOW 4acTo BbICTyNaeT BUPYCHbIA renatut C.
Yacto  MMMYHOKOMMNIMEKCHble  BacKynuTbl ~ MOFYyT — COMPOBOXAATbCH  CUMHAPOMOM
runepBa3kocTM KpoBu (mecm 01.02.15.870), KOTOpbIA COMPOBOXAAET HEKOTOopble
rematonorunyeckue  3abonesBaHus. Mpn Kanunnsputax — Guoncwma KOXW c
MMMYyHOdnOOpecUeHTHbIM  uccneaosanmeM  (mecm  01.02.15.315)  BbisiBNS€T  Puc.3. KOXHbI KpMOrnoGynMHeMU4eckuin BacKynuT u
OTNIOXEHUS| UMMYHOTIO6YNMHOB 1 KOMMIIEMEHTa B CTEHKaxX Mernkux cocyaax (puc. 4). KONMUYECTBEHHbIN TECT MO ONpeAerieHNI0 KPUOKpUTa
Bone3Hnb Bex4yeTta npeacrtaBnsieT cobow BackynuT, Npu KOTOPOM MOFyT MopaxaTbCs
COCyAbl BHE 3aBMCUMOCTHM OT Kanubpa, Nno3aToMy 3To 3aboneBaHue BblAENSOT B OTAENbHYO
rpynny. [pu atom 3aboneBaHWn nopaxeHuWe COCyAOB MNPUMBOAUT K pasHoobpasHoun
opTanbMoNorMyeckon,  OepMaTonormyeckon,  HEBPOMOTMYECKOW U Yyporornveckomn
cumnTomaTke. OCHOBHbIM NabopaTopHbIM  MapKkepom 3Toro 3aboneBaHust  CRyXut
TunupoBaHue HLA-B51 (mecm 01.02.15.1185).

Pegkue nepBuYHble M BTOPUYHbIE BaCKYNUTbl U BacKynonatum MOTyT Kak nopaxaTtb
OOMH OpraH, Hanpumep rofnoBHOM MO3r, Tak U OblTb pacnpoCTpPaHEHHOW MaTonornen Ha
¢doHe cucTeMHbIXx 3aboneBaHuin. Tak um3onMpoBaHHbI  aHrumt  LIHC  Tpebyet
onddepeHUmanbHON  AMarHOCTUKM ¢ cuHgpomMoM  adHrmonatum  CADASIL  (mecm
01.02.05.335). C gpyron CTOpOHbI BacKynuTbl U BacKyrnonaTum MOryT CONMPOBOXAATb Takue
nonuvopraHHele 3aboneBaHusi kak CKB (mecm 01.02.15.245), cknepogepmus (mecm
01.02.15.535), pepmatommosut (mecm 01.02.15.320), peBMaToMaHbIA apTpUT (mecm
01.02.15.410), aHTUdpochonunuaHbin cuHgpom (mecm 01.02.15.875), capkoupo3s
(mecm  01.02.15.370), cemeWHasas cpeAu3eMHOMOpCKasi nuxopagka (mecm
01.02.15.1175), cuHppom MakpodparanbHon aktmBaumm (mecm 01.02.15.506) wn
KoarynonaTtuu pasnuyHoro reHesa (mecm 01.02.15.270).

Puc.4. OtnoxeHua IgA B CTeHKax MeSIKMX COCYyAOB
koXu npu nypnype FeHoxa-LLloHnnenHa (npamas PUD)
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[ 01.02.15.395 1350 py6 | AHTWTena k aHgoTenuanbHbiM knetkam (HUVEC) [101.02.15.680 (2750 py6| AHTUHeTpodunbHble aHTUTena (AHLIA 1 aMro u afnP3)
] 01.02.15.010 1590 py6 | AHTuTena k uutonnasme Hentpodunos (LAHLIA/NAHLIA) IgG | [J 01.02.15.090 (2650 py6| AuarHoctuka GbicTponporpeccupyollero rnomepynoHedputa (AHLA n BMK)
] 01.02.15.085 1450 py6 | AHTuTena k 6asanbHoit MemBpaHe knybouka (BMK) [J 01.02.15.415 {2750 py6| AHTuTena k aHTurenam AHLIA (MP3,MPO, Elastase, CatepsinG, BPI, LF)
[J 01.02.15.135 900 py6 | AuTUTEna k muenonepokcuaase (aHTu—MPO) [101.02.15.035 (2250 py6| AuarHocT. rpaHynemMaTo3HbIX Backynutos (AH® n AHLIA)
] 01.02.15.140 950 py6 | AHTUTEna K npoTenHase -3 (aHTU-PR-3) [101.02.15.715 [1500 py6| CKpUHMHI cucTeMbl komnnemeHTa (CH-50, C3, C4)
[Jo01.02.15.915 1150 py6 | AuTuTena k naktroceppun-AHK komnnekcy (Td-AHK) [101.02.15.095 | 3250 py6| [AnarHocTvka nopaxeHus nouyek (AHLA v BMK n AH®)
[ 01.02.15.005 890 py6 | AHTUHyKreapHbIN (akTop Ha KneTouHoi nuiun HEp-2 (AH®) [ 01.02.15.245 (1650 py6| CKpMHWHr GonesHei coeanHuTenbHom TkaHm (AH® n QHA/ENA-cKpuH)
[ 01.02.15.725 1200 py6 | WMmyHHble komnnekcbl 19G,casisbiBatowme C1q (C1g-1gG-MK) | [0 01.02.15.730 |1750 py6| BbisiBneHue ummyHokomnnekc. natonorum (komnnemeHt CH-50 n C1Q-1gG-UK)
[ 01.02.15.700 950 py6 | O6was remonuTuyeckas cnocobHocTb cbiBopoTkn (CH-50) [101.02.15.421 1750 py6| CKPUHWUHF NapanpoTEMHOB B CbIBOPOTKE (MMMyHOUKCALNSA)
[ 01.02.15.365 1100 py6 | AHtuTena k C1q daktopy KomnnemeHTa [101.02.15.015 | 460 py6 | PesmatonaHbii dakTtop (P®)
[ 01.02.15.150 1980py6 | BoisBnenne kpuornobynuHos (KIM) ¢ akTuBHOCTbIO PO [0 01.02.15.351 {3250 py6| TunuposaHue kpnornoGynuHemuii (2 x 10 mn 6/x npobupku B Tepmoce 40°C)
] 01.02.15.870 950 py6 | BbisiBneHne runepBsi3KOCTM CbIBOPOTKU KPOBU [J 01.02.15.370 {1850 py6| AKTMBHOCTbL aHIMOTEH3UH-MPEBpaLLaoLLEro pepMeHTa (auar. capkongosa)
] 01.02.15.341 1650 py6 | WMHpekc cBo6oaHbIX Nerkux Lenen lg B coiBopoTke (K/L) [101.02.15.470 {1600 py6| Onpegenenue HeonTepuHa (HMT) Npy XpOHUYECKUX rPaHyremMaTo3HbIX NpoLeccax
[ 01.02.15.487 1450 py6 | AnTuTena k TpomboumuTtam knacca IgG [0 01.02.15.925 {1200 py6| AHTuTena k numdouutam knacca IgG
[J 01.02.15.1185 [1900 py6 | HLA B51 tunuposaHue (6onesHb Bexyeta) (O4TA!) [J 01.02.15.506 {1450 py6| MpoLEHT rMMKO3MNMpOBaHUs heppuThHa (C-M MapkpodaransHoW akTsaLmm)
[ 01.02.15.875 3750 py6| WmmyHOGRnoT aHTMdochonmnuaHbix aHTuTen, IgG v IgM: AKI,AB2IM1, AHHS5, allT u aHTuTena k docdaTnann-cepuHy/rmuuepony/xonuHy/3A/MHo3uTony u ¢oc. kucnote
[ 01.02.05.270 2500 py6 | leHeTuka TpomGodbunmii, c MHTepnpeTaumeit (nnasmeHHoe 3BeHo FG, FlI, FV (Leiden), FVII, FXIII) n cocyaucto-TpombouuTtapHoe 3seHo ITGA2, ITGB3, PAI-1) — 3ATA!
UmMyHOGnoT npu nonumuosute (Mi2b, Ku, Pm-Scl100, [AnarHocTuka cemeiHOW cpean3eMHOMOPCKOW NMXOpaaKn
[101.0215.320 13750 py6| ) <i7e 301 SRP. PL-7, PL-12 EJ, OJ, Ro-52) [101.02.15.1175| 2650 pYG| {1000 nuueckan Gonea, ren MEFV) (3ATA/)
WUMMyHOGNOT aHTUHYKNEeapHbIX aHTuTen (Sm,RNP/Sm,SSA, UMMyHOGNOT aHTUHYKNeapHbIX aHTUTeN Npu cknepogepmum (Scl70, CENPA/B,
.02.15. 3250 . .02.15..
[ 01.02.15.165 PYE | SsB,5cl70,PM-Scl,PCNA,CENT Jor,dsDNAJrcronhyicn,RibP, Amay [ 10-02:15:535 13600 pY6| "op iy ooy ee oy N NOR 90, ThiTo,PMSC100, PMSCITS, Ku, PDGFR, Ro52) 1 AH®
[ 01.02.15.410 1500 py6 | CKpUHUHF peBMaToMaHoro aptputa (aHTn-MCV u PO) [701.02.15.315 {3500 py6| Mccneposanmne 6uoncum koxm (19G, IgM, IgA, C1q, C3), npsimasi PU®
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MEAVUMHCKUA  YHUBEPCUTET

um.akag.N.MN.Maenosa - TICIM6IrMy (6eiswun 1 JIMWU): Agpec: CI16, yn. JlbBa Toncrtoro 6/8, meTpo
«lMeTtporpagckasy, 28 kopnyc, Hay4yHO-meToOMYECKMI LEHTP MO MOSeEKynspHon meauuunHe, JlabopaTtopus
ONarHoCTMKN ayTOMMMYHHbIX 3abonesaHunin. Cxema Ha www.autoimmun.ru

Kak npontu: Bxog Ha TeppuTopuio YHMBEpPCUTETA C NepekpecTka Had. pekn Kapnoeku u yn. MNeTponaBnoBcKom
yepes wnarbaym, npontn Bnepea no Habd.pekn KapnoBku, HUKyga He cBopadmnasd, 200 MeTpoB OO ceporo 3-x
aTaxHoro 3gaHus (28 kopnyc), NOAHATBCHA Ha 3-A 3Tax MO nNpaBon nectHuue. Yacbl paboTbl M npuema
6uomaTtepuana: no pabounm gHam ¢ noHedesbHUKa no nam+duyy ¢ 10 ao 15 yacos, gexypHbin Bpad ¢ 10 go 16
yacoB. CoaTb BEHO3HYI KPOBb 83pocsbiM no paboyum dHsam ¢ 8-30 go 13-00 B nonuknuHuke MCI6rMy (cm.
CcxeMmy), caaTb KpoBb y demed BO3MOXHO Mo 3anucy no tenedoHy 905-89-51.

Ha3sHauyeHue obcnepnoBaHuA:

KoHcynbTaumm no obbemy obcnegoBaHus M OMArHOCTUYMECKOMY 3HAYEHUIO TECTOB MOXHO MNOMyYnUTb MO
TenedgoHy nabopatopum (812)-994-53-24, nubo obpatmeumce no e-mail: autoimmun@mail.ru. [Ana HazHavYeHus
afekBaTHOro obcrneaoBaHNss PEKOMEHAYETCA NPUMOXKUTL K HanpaBreHUo KpaTKUA KIMHUYECKUIA SNUKPU3 Ansi
AeXypHoro Bpaya nabopatopun. PekomeHayem ykasaTb Ha HanpasneHun E-mail, B aTom cnyyae pesynbtathbl
nccneaoBaHUin, NOCne KX BbINOMHEHUS, aBTOMaTU4eckn 6yayT BbicnaHbl Ha E-mail.

MonyyeHue pesynbTaTa u npoBeAeHUe AONONHUTENLHOro o6cneaoBaHUsA:

O rOTOBHOCTM aHann3oB PEKOMEeHOyeTCsl YTOYHATb B TedyeHue 3-5 OHeM nocne AO0CTaBkM MaTepuana no
TenegoHam nabopatopun. Pesynbtatbl nabopaTtopHbIX aHann3oB MOryT ObiTb nonydeHbl B nabopatopun, a
Takke MoOryT ObITb BbICMaHbl Bpady WNU nNauMeHTy no dhakcy wnm e-mail, KoTopble [OIMKHbI ObITb
npegBapuTenbHO  yKkasaHbl Ha JMUEBOM CTOopoHe 6nadka. [lo e-mail oTBeTbl BbICbINATCA B Buae
npvkpenneHHoro davna B dopmaTte PDF. [aHHbIi cbopMaT MOXHO OTKPbITb M pacrnedyatatb C NMOMOLLbIO
nporpammbl Adobe Acrobat mnu Adobe Acrobat Reader, koTopyto MOXHO GecnnaTHO HamWTu no agpecy:
http://www.adobe.com/support/downloads/main.html

Matepunan GonbHbIX, HanpaBneHHbIX Ha obcregoBaHue, coxpaHseTcs B nabopatopuu. lNMpu HeobxogmmocTu
AononHuTensHoro obcnegoBaHusa B TedyeHne 1 mecsiua ¢ MOMeHTa nepBoro obcnegoBaHus Ansi BbINOAHEHUS
nabopaTopHbIX TECTOB MOXET ObITb WCMONb30BaH WCXOAHbIM Ouomartepuan nauueHTa. Heobxogumo
npeaBapuTenbHO YTOYHUTL Hanmuuve Guomartepuana naumeHTa B kpuobaHke nabopaTopum K cornacoBaTb
nepeyeHb TECTOB AN AononHuTenbHoro obcrnenoBaHus. locne BbINOMHEHUA MCCNeaoBaHUM pesynbTaThl
Bbl4AOTCA NaUMEHTY Ha pyku B nabopaTtopum no hakTy onnatel MEAULMHCKON NabopaTopHON yCnyru.

E-mail: autoimmun@mail.ru Caut B cetu UHTepHeT: www.autoimmun.ru

Npumeyanune: [aHHbIV NPOCMEKT He ABNAETCA GUHAHCOBLIM OKYMEHTOM, MPUBEAEHHbIE LieHbl UMEIT OPUEHTUPOBOYHOE 3HaYeHWe. JeCTBYIOWME LieHbl YTOUHATL No Ten. 994-53-24, 01/01/2021
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