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CucremMHble BaCKy/1uTbl



Onpepenenme

= CB- rereporeHHas rpynna 3aboneBaHun,

OCHOBHbIM MOpClJOJ'IOI'VI‘-IECKVIM NPU3HAKOM KOTOPbIX
ABNAETCA

= BOCMNaneHMe COCyaNCTON CTEHKHU, a

= KJIMHNYECKUE MPOABNEHNUA 3aBUCAT OT TUMMQ,

Kanmﬁpa, NNOKaJIN3aunn nopa>xeHHbIX COCy40B U
dKTUBHOCTU CUCTEMHOIO BOCIaJ1IEHUSA.

B ocHoBe coBpeMeHHOU Knaccndbukaumm CB nexuT
= Kanumbp nopa)xeHHbIX COCYAOB, a TaKXe

= OCHOBHbIE NaTOEeHeTUMecKne MeXaHnUaMbl-Xix: n

JEYEHHIO CHCTEMHBIX BACKY/IHTOB, 2013



MexayHapoaHast obHosneHHas Chapel Hill Consensus
Conference HomeHknatypa Backynutos (2012)

UMMYHOKOMIN/IEKCHbIE BaCKy/IAThI:
v’ KprornobynnmHeMmyeckunii BackynuT
v/IgA- accouMmMpoBaHHbIN BacKyMT (reMopparmyeckuii
BackynuT, nypnypa LLleHneliHa- M'eHoxa)
v’ [MNOKOMMNNIEMEHTEMUYECKMIA YPTUKAPHbIN BACcKyUT (aHTK-
C1q BackynuT)

Backynutel € nopaxeHHUeM cocy40B8 1
CPeAHero Kannbpa [ AHTU-TBM 6onesHb |

v/ Y3€eNKOBbIN NONUapTEPUNT
v’bone3nb KaBacaku {—1—\
A

[

|

AHLJA -accouymmpoBaHHbI€ BaCKy/INTbl COCYZOB MEJIKOro Kasmbpa
v’ MMKpOCKONMUYECKUA NONNAHIMUT
v/ paHynemartos ¢ nonuaHrumtom (BereHepa)
' v/ J031MHOUNBHBIN rPaHyieMaTos ¢ nonnaHrumTom (Yepmxa- Ctpoc)

v’ BackynuT, orpaHuYeHHbI NoYKaMu
BackynmTel ¢ nopaxeHneM cocy4oB KpyrnHOro Kaimbpa

v/ AptepunT Takascy (Hecneumdryeckmin aopToapTepUnT)
v/ [MraHToKIETOYHbIN apTepunT (6one3Hb XOpToHa) K
peBMaTnyeckas nonvMMuanrus

Jennette, Falk. 2012 Revised International Chapel Hill Consensus
Conference Nomenclature of Vasculitides. ARTHRITIS &
RHEUMATISM. 2013.Vol. 65, No.1



Kanunbp cocynos n cucremublie BackynuTtbl (Chapel Hill Consensus, 1994

Charles
irmj | | Aopra | Jennette
etal., 1994
MNoueyuHas apTepus
A !
/ MeXOoneBas apTEPUA (unrepnobapHas) '74""
OyrooBpasHan apTepus ﬁ

MexnonekoBasa apTepUa (unrepnobynapHas)

[MpuyHOCALLaA apTepuona
BackynuT :
KDYMHBIX KnyboukoBble kanunnap.l
apTepui Backynut
apTepuii /
cpegHero
kannbpa

FpagyyYnomaTOaH bl \\

~ % % \H\eEpOTmsmpyloLumﬁ
ApTEepunT MraHTOKNETOUYHbIA

TakasiLly apTEpUNT EoneaHb Y3enKoBblii Backynut apTepuii
20 e S O Kagacaki nepunaptepunt | Hebonbloro kanubpa
NmMMYyHO KOMMNMEeKCHbIN «— | ANCA - accounnpoBaHHbIN
KpnornoGynuH Mypnypa BonyaHouHbl, |Mukpockonnyecknin| MpaHynomaTtos | Churg-Strauss-

eMUYEeCKNA leHoxa-LlleHneHa| PeBMaTONaHbIA MNOoNMNaHrnnT BereHepa cMHOpomMm 17



BaCKyninTbl acCOuMMpOBaHHbIe C
AHLA (AAB)

[ pynna BaCKyNMUTOB MESIKUX COCYAOB, KOTOpbIE
XapakTepusyTtca npucytcrenem AHUA B umpkynaumm um
OMUCLIBAKOTCA KakK MasIONMMYHHble (OTCYTCTBME UK
Masioe KONM4YeCTBO MMMYHHbIX AEMNO3UTOB B CTEHKE
COCyZ10B).

vMUKpPOCKONMUYECKUN NOJINAHIUUT

vIpaHysieMaTo3 C NOJINAHrMUTOM (MpexHee Ha3BaHue
[[paHynemaTo3 BereHepa)

vIO03UHO(PU/IbHDbINA rPaHYyIeMaTo3 C NOJINAHTMUTOM
(NnpeXxHee Ha3BaHue - c-M Yepaxa- CTpoc)

vBacKynuT, orpaHnyYeHHbI NOYKaAMM



nmaemuonorus A

HLIA-AB

OJTHA OCTB (H3 0 : 7010 ()
Hopserus Benuko- CeBepHas tO>XHa4 icnaHus
6bputaHua | epmaHus [epMaHus
B 10,5 10,6 /7,0 5,5 4,9
MIMA 2,7 8,4 3,0 1,5 11,6
4YCC 0,5 0,5 3,1 1,0 0,9
Bcero 13,7 19,5 13,1 8,0 17,4

B HacTosLee BpeMs pacnpocTpaHeHHOCTb AAB B EBpone - 15—23 Ha

1 MJIH Hac (nocnenHue INnaeMnosiormyeckmne ncanenosaHns

nokasaJsim, uTo 3a nepuop ~12 nert B ceBepHou N'epmaHum

pacnpocTpaHeHHOCTb AAB yBenuuunach B 2 pa3a)

Watts et al, Ann Rheum Dis 2001

Reinhold-Keller et al, Rheumatology 2002

Herlyn K et al. Rheumatology (Oxford) 2014
Moran S, Little MA. Curr Opin Rheumatol, 2014



AHLA - ayto-AT, HanpaBereHble NpoTUB Ccrneundnyecknx aH3MMOB B rpaHynax u
nmM3ocomMax HENTPOMUIIOB U MOHOLIMTOB - NPOTEMHA3e-3 N MUENnornepokcmnaase
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I'i-AHLl,A, K Muenonepokcuaase

LI,-AH I}X, K NnpoTenHa3e-




AHTUHEUTPOPUIIBHBIC IUTOMIA3MaTHYCCKHUE aHTHUTENIA
(AHLIA)

= AHLIA obHapy>eHbl B 1982 1. 1
BbisiIB/JIeHa UX CUNIbHas CBSA3b C
BacKynutammu menkux cocynos (I'B,
MMMA, YCC) n MmanonMMyHHbIMK [TH.

« B 1996 r. BHeapeHbl CTaHAApPTHI
nabopatopHoro TectupoBaHus AHLIA,
YTO CYLLUECTBEHHO YNy4LUnIo
ANArHOCTUKY BaCKY/IUTOB.

= [lo3nTmBHbIM TecT Ha y-AHLUA v n-AHLA
NMEeEeT YyBCTBUTENTbHOCTb 80% u

cneuncpumnyHocTb 90%. B 10-20%
MaNOMMMYHHbIX ['H He BbIABNAIOTCA

AHT-MINO



MexxayHapoaHbiM CTaHaapT
BbissBieHusa AHLIA

1. Henpamaa nmmyHodpnroopecueHumsa (HPUD)
MMeeT OCHOBHOE 3HayeHne ansd BbISBNEHNS
XapaKkTEPHOro CBE4YEHUs —
yumornsiasmMamu4eckoz20 Unu nepuHyKneapHo20
- B KneTkax KpoBu (C UCNOJIb30BaHNEM
HenTpPoMdnIoB 340POBbIX OHOPOB,
(PMKCNMPOBAHHbIX 3TAaHOIOM)

2. Mpun nonoxutenoHomMm Tecte HPUD —
npoBoAAT MMMYHOMEPMEHTHbIN aHanu3 —NOA
- ELISA TecT C onpegeneHnem cneum@puyHoCTU
K npotenHase-3 ([NP-3) nnn Mmmenonepokcnaase
(MNO).

[Mpn WAHLUA BbigBnatoT AT Kk IMPO-3, npu nAHLUA — AT k MT1O.

Dotblot meTog —pe3ynbsraT Yepes 2 4




YyscTrButenbHoctb AHLLA npu AAB

RLV

CSS

u-AHUA | n-AHLIA | AHLUA HeraTums.
[paHynemartos c 75% 20% 9%
7 NoNMaHrMmMTOMm
MwuKpocKONnYeCKnn 40% 50% 10%
NONIMAHINNT
Q03NHOMPUIbHBIN 9%
rpaHynemaros c nosimaHrmmTom
BackynuT, orpaHU4YeHHbIN 20% 70% 10%
no4ykamu
C-ANCA (PR3) P-ANCA (MPO)

<

O

P

<




AHLIA, 94Bngaacb Ba)KHbIM ANMArHOCTUYECKUM
mMapkepoMm AHLIA-TH,

MMEIOT HEBbICOKYHIO LLeHHOCTb A1
MOHUTOPUPOBAHNA aKTUBHOCTMU
3aboneBaHus,

MOCKOJIbKY MOIyT MPUCYTCTBOBATb B CbIBOPOTKE
KPOBU AaXke BO BPEMS MOSHOWN KIIMHNYECKOW
pemMmccnmn 3aboneBaHusl.

Pa3sutume ['H, cBA3aHHOEe C NosB/IEHNEM aHTU-
MIO-AT n aHTn-NP3-AT B oTcyTcTBUn
J€erno3mToB B K/1yb604Kax, onpeaensieTcs Kak
A6COMIOTHO HOBLIV MIbUMeD KNvVOoUYKOBOrO




F'mnoTte3a natoreHe3a AHLLA-AB (R.Falk, J.Jennette, 2002)

(naTtoreHHocTb AHLIA B HacTosilee BpeEMS CYNTAETCS IOKa3aHHOMW, TaKXKe Kak posb
HenTpodunoB). edeKkTHbIM anonTo3 HenTpodunnos -nossneHne AHLIA.

Unslimulated Cylokine stimulation: antigens move to cel’ suriace Fe and Fab®, bind Cyloloxic ard Iylic Apoptosis and
neutrophil and mcreeny renment and dind ANCA ANCA-2ntigen complexes Injury to vessel wall necros s of neurophils
i or ANCA causing and endothelial cells

et

neutrophil activation

.’-\l
b

(;.thANCA A Antigons bindingANCA () Cytokine [ Cylokine receptor LI Fereceptor W Adhesion moiceule  LJ Adhesion molecuie roceptor

LINTOKUHBI, BbICBOOOXAAKLMNECS B OTBET Ha MHPEKLMIO, MPANMUPYIOT HEUTPOMDWIIbI U aKTUBU3UPYIOT aAre3vBHbIE
MOJIEKY/bl Ha HeNTpodmnax 1 aHaoTenManbHbIX kneTkax (L n E cenekTuHbl), 4To CrnocobCTBYET MX HAKOM/IEHUIO B
MOYEYHbIX Karnuisapax.

B npaiiMmupoBaHHbIX HEATpoguIax NpouCXoanT rnepepacnpegenieHne rpaHys, cogepxaiymx Mrio y rfP3, ¢
nepeMeLYeHNEM MX K KIETOYHOM noBepXHOCTH, 1 rae AHLIA cBs3bIBalOTCA C HUMKM Hanpsimyto unu yepes Fc, Fab'2,
a Takke cneundunyHble HeUTpoubHbIE peuenTopbl Mac-1, UTO BbI3bIBAET AbIXaTE/IbHbIVM B3PbIB C
BbICBObOXKAEHMEM KaTUOHHbIX MI1O m NP3, a Takxe Apyrux npoTeas n OKCUAaHTOB.



= B3anmopencreme AHLIA c Ar B rpaHynax
LIMTOMNAa3Mbl HENTPOMDUIOB, Bbi3bIBAET
NpeXxxAeBPEMEHHYIO AerpaHynsaumio 1 akTUBaLUIO
HENTPOMUNOB NMpU UX MaprmHaLunm
(nepemelLeHne HeMTpPoUIoB U3 LEHTPA COCYa0B
K nepudepumn), 0bycnoBneEHHOM
NPoOBOCMNANUTENbHbIMU LUUTOKMHAMMN, YTO

= MPUBOAUT K BbICBOOOXKAEHUIO NpOoTeas,
KUCNOPOAHbIX PaAnKanoB, LUTOKMHOB U
HEKpO3aM CTEHOK KJ/1TybO4YKOBbIX Kanuisipos.



LITOKNHBI (npwn MHbEeKUUN)

NMaToreHe3 AAB NpaiiMUpyIOT HeTpobUbI U
— aKTUBMPYIOT aAresnBHble
Chemotaxis Sag Release of MOJIEKY bl HA HeUTpodunax u
)/’_——> 3&? proinflammatory Af‘iCA SHAOTENUM
; N e cytokmgso PN . Cb
o . HenTpodunax - nepemelleHme
C5a P
’m : nmmi/ ° LMTOMNA3MaTUYECKNX FPaHyN Ha
/ KNETOYHYIO MOBEPXHOCTb, rae
rr—— % >\ AHLIA cBgasbiBatoTca ¢ MO,
C3 convertase . Lo NP3, BbI3bIBas «AblXaTeSbHbIN
A B3pbIB» C BbICBODOXAEHNEM
|
%0 <\ & NpOTEea3 U OKCUAAHTOB
C3b \ Complement- , =( v
csa <« A activating factors o o AKTUBaLUus HeuTpodpunos
C3bBbP B P - D
Cacomerase.  p. P B 2 Q. ° A\, TaK)Xe nHayumpyert
oI 0o "y BbICBOGOXKAEHME
C3(H,0)Bb " PB =
sram et T TELCTT GG o mponepnane (P)
! i 2 l’.‘.'
c3 CAH0) Proteolytic enzymes 00 p -~
and oxidative stress W dKTMUBa u"e"
KOMIJIEMEeHTa no
é Cytokine g Fey-receptor . Protoyic ename aJibTepHAaTUBHOMY NYTMU.
Cytokine receptor f3,-Integrin ® csa .
_O// ANCA antigen () Adnesion molecule @ Csa receptor €Hepauumn C5a yc"P“BaeT
={ ANCA Mk Faciive oiuen pmcich BOCMNaJIMTesNbHbIN OTBET -
AoONnoOJZIHUTEJIbHOEe

npusBsniedyeHue L n nx
npavMupoBaHue gnsa

Van Timmeren, Heeringa. Curr Opin Rheumatol 2012; 24: 8-14.) AHLIA-onocpenoBaHHOM
Xing et al. J Clin Immunol 29: 282-291, 2009 adKTUBalumum



lMpeanonaraemble ¢haKTOpPbl, Bbi3bIBAIOLME

nosinieHne AHLIA n pa3sutne AAB
dakTopbl BHELWHEN cpeabl

Bo3aywiHble NOJUIIOTAHTbI (KpeMHeBas nMbiib)

NHdekums, Bk, 'paM-(+) (S. aureus) n 'pam-(-) (coaepxxawme FimH
adhesins —agre3nH Ha NOBEPXHOCTW yponaToreHHbiX Escherichia coli)
6akTepun, Bupycol (aktneaumnsa TLR-2,4,9)

JlekapcTBa (nponuaTunoypauun, rmaponasviH, KOKauH-coaepkallime,
MWHOUMKINH, n3oHnasua, n-OHOa). Harnpumep, B aKCNepuMeHTe
NponUATUOYpaLUUi NHAyUMpYeT HeTo3 HeuTpodunos (neutrophil
extracellular traps, NETS)

feHeTUYeckue hpakTopbl

CyluecTByeT fOCTOBEpPHas, HO cnabas CcBA3b C NOTEHUMAsbHO
npegpacrnosnaratowmMm reHamMmm n ux nonnmopdusmom, ek., HLA
(cunbHas €cBA3b onuncaHa y adppoamepukaHues ¢ DRB1*15) n ap. reHsol.
Hanpumep, nonnmopdusm reHa SERPINA 1, koampytowero al-

[ g ——. e e  wm % p— —



Upe3mepHbin HeTTOo3 (NETS, neutrophil extracellular traps)—
MCTOYHUK ayTo-Ar npu CKB, AHLIA-B MexaHU3M

BbicBO60aeHusa NET

ceia A A) CTumynauust peLentopoB
ungi PMA v
viuses ML H.0, HeNnTpoduIOB TpUrrepamm
parasites IL-8 Calcium ions / b

%!; BeAET K UX agresunm K

aHaoTenmo n B)
AEeKOHAeHcauum
XpoMaTUHa BCeacTBue
ero pacwenneHms
HENTPOMUILHOM 3N1acTa3omn
n MIMO n
LNTPYSTMHUPOBAHMIO
MMCTOHA NoJ AENCTBUEM
PAD4. C) B koHeuHou dhaze
BbICBO60)XAAlOTCA HUTH
AHK, o6pa3yrowme cetb
(NETs) u 3axBaTbiBaloT
NaToreHbl.

adhesion

>70% koMnoHeHTOB NET — KOMNOHEeHTbI NoTeHuuanbHbiX ayTo-Ar npu CKB n gpyrux
AayTOMMMYHHbIX 6051e3HsiX. Bo3pacrarowjana ayropeaktuBHoctb NET — pe3ynbTar
Ype3MepHOoro HeTTo3a Wiu yMeHblUueHHOro knmpeHca NET.

N3BecTHO, 4TO BBeaeHue [JHK-a3bl (Bbi3biBaeT aerpagauunto NET) Bbi3biBaeT nogasfieHune
obpazoBaHus NET u npeaynpexaaeT BocrnaneHne cocyaos, Hanpumep npu AHUA-B, noaTeepxaas
ponb NETs B naToreHe3e 1 HOBblE BO3MOXXHOCTM JIEUEHMS ayTOMMMYHHbIX 60nesHen.



= BHe 3aBMCMMOCTH OT HO30JZ1I0MrMYECKNX
ocobeHHocTeun AHLIA-B,

= AHLA-T'H uMmeloT eanHbIN naToreHes, obuime
MopdosiormyecKkmne 4yeptbl U KJIMHU4YecKoe

TeueHue (M KaK rpynna JieyaTcs OfMHAKOBO)

llopa)keHue rnoYyek orMevyaercs rnpu
« [TIA B 80%,

= npu MIA -8B 90%

« 6onesnn Yapra-Crpocc — B 45%

AHLIA-B — Hanbonee yactas npuuuHa BIINH,
coctaBnsas 60% cpeau Bcex bBIIINH.



KnunHnuyeckue nposasneHus npu AAB

« [TIA (BereHepa), MIMA 1 303MHOMOUNbHbLIV
rpaHysieMaTos ¢ nosmanrumToM (HYapmxka-Ctpoc) nmerot
crieumnduyeckmne KNMHNYeCKne CUMNTOMbl U psia, o6LLmnX
KNMHNYECKNX NPOSIBNEHUM

llepBbIMHU CUMITTOMaMKN 4aCTO ABMSIOTCS
Hecneumcbmqecme KOHCTUTYUMUOHHbIE CUMIMTOMBbI,
Haripumep, rpurrnornoAobHsbIe:

« JINXOpaaka, c/labocTb, noTeps Beca, anneTuTa,
MUaJIrMKM, apTasirtMu, MUrpvpyrouiasa aptTponartus

= [lpoapomanbHbIv Nepmnoa MOXET ASIUTbCS
Heaenn/Mecsubl Npu OTCYTCTBUM MPU3HAKOB
crneynnyeckoro opraHHoOro nopakeHus.



[MopaxxeHue nerkux
N rMA — 90%

e i \§/ 3rMA- 70%
,I j l\ { .’.  L & ‘l
1A \®§ MMA- 50%
-~ _._,% _,il-’\ | \\}"V/

fibrotic cavitated
lesions lesion

CneBa: Rg-rpaMma, nokasbiBaolwme 2 MHGUILTPaTa C HEPOBHBLIMU KPasiMU.
CrnipaBa: Rg-rpaMMa Apyroro naumeHTa — y3en ¢ pacnaaoM. OtMevaeTcs
HEpPOBHas! TOHKa CTEHKa Mo0CTU

JleroyHo-no4Ye4YHbI CUHAPOM — Y 60/bHbIX € AAB, nMeeT 06bIYHO
TOpNUAHOEe TeYyeHne, HeCMOTpS Ha neyeHue. JlerodHoe nopaxeHue
aCCOLMNPYETCS C NOBbILLEHHOW CMEPTHOCTbIO

CreKkTp nposiB/IEHNHA — OT NETYUUX UHDUNIBTPATOB, aNbBEOSIUTOB A0
TSXKEsbIX NErOYHbIX KpoBoTeueHnn (accoummpytotces c MP3).

[pu Rg-rpadpun onpeaensieTcs B BUAE y3/10B UM MHPUNLTPATOB, CKITOHHbIX

J
Iy AAcHAARyv 14 AAARRMIZAARADALIIALA FA FRAATALA



[MopaxeHue KOXXu
IMA - 40%
MMNA — 70%

[1posBNAEeTCa o4aroBbiM
(pnObpMHOMAHBIM HEKPO30OM
COCYINCTOWN CTEHKMN,
HENTPOMDUITbHOU U

MOHOLINTapHOW

MHDUNbTPaLMEN U

NenKoLUTOKIa3nen. x
MMMYHHbIE AENO3UTbI HE FIMHeiHbIE
obHapy>XnBatoTcs remopparum

XapaKTepHble NposBAeHUs —
nypnypa (0bbl4HO Ha
H/KOHeYHoCTSX). Adpyrue
NPOosiIBIEHUA — Y3eJIKU,

FUF72"T/\\Z1A1 A CCI™I™1 1) R\II'II'ILI




BAIN (nopa)xeHue yxa, HOCa, ropsa)

'MA- 90%
MIA-35%
IIMA- 50%

= CUHYCUT, PUHUT MK BOCMANEHNE

rna3a (3rnMCKNepuT, YBEUT,
NPUNT)

« MOXXEeT OCNOXKHATLCA
nepdopaLumen HoCoBOM
neperopoaku, pasBUTNEM
TSKENOro AeCTpyKTUBHOMO
NaHCUHYCUTA C
DacnibocThnaHeHneMmM

S13BEHHO-HEKpOTMYEeCcKoe NnoBpexaeHue
Hoca npu [TIA

CknepuT y 60/1bHOM
MMA

[lecTpyKums HOCOBOW
neperopoaku y nauueHta c A



NMopaxxeHune nepudepunueckom HC

II'MA 70%
MA-50%
MI1A- 30%

= 4HacTo nposaBnaeTcy
nepudepunyeckon
HemponaTnen ATPOGWA MbILIL NEBO/E KCTH ¥
(aCMMMeTpPUYHbIM
CEHCOPHO- MOTOPHbIM
MHOXXECTBEHHbIM
MOHOHEBPUTOM)




[NopaxxeHue nouexk npu AAB

['H - ogHO 13 Hanbonee KINMHUYECKN 3HaYNUMbIX
nposieneHnn AAB, MOXeT bbiTb Aeb0oTOM Unn
NPUCOEAMHNTBLCS B XOAE€ NocneayoLmnx obocTpeHnu
AAB

« Haunbonee yacto npu MIMA (90%) u I'TIA (80%) u
MeHee vacTto npu Il TIA (45%)

AAB MOXXeT nposiBUTCA KakK
- BIMNIH
« OcTpoHecdhpuTUUECKMn CUMHAPOM (C Nepexoaom B
BIMHC)

= MMC — 6eccMMnTOMHast NPOTENHYPUS C
MUKDAOremMmaTvhuveu (nenko MmaknoreMmatTvhuein)



Mopdonorua noyek npu AAB
|

7 Hedpobuoncusa — 3010ToMN CTaHAapT B
anarHoctuke AHLIA- accounmpoBaHHOro HeppuTa,
ocobeHHo npu AHLIA (-)

Knaccn4yeckmne yeptbl AHLIA- accoLumupoBaHHOIro
Hegputa

CermeHTapHbIn pU6pPpUMHONAHBIN HEKPO3

Kny6oukoBblie nonynyHms (KneTouHble,
¢punbpo3Hbie)

0OTCyTCTBME/Masoe KOIMYeCTBO UMMYHHbIX
aeo3ntoB (MaNOMMMYHHbIN MH)



XapaKTepHO pa3BuUTue
¢pokanbHOro
HEeKpPOTU3UPYIOLLEro un
nonynyHHoro I'H c 6onbwinmm
nedekTaMm B KanuinsipHbIxX
CTEeHKax, "

aCCOLMMPOBAHHOIO C
HeyracarowmuMm TeyeHeMm
HedpuTa,

Yalle y NoXXunbiX 1,

HEPEeKO B COYETAHUM C
3KCTpapeHanbHbIMU
NpOSABNEHMAMWN BaCKy/UTa

CKJIOHHOCTb K BI1I'H co
cHmKeHneM CK® 6onee 4yeM Ha
50% B TeuyeHne HECKOJIbKUX
Heaenb NN MecsiLEeB;

ymepeHHas Arl;

NPOTENHYPUS, HE NpeBbILlaloLLas
3 I B CYTKW.

= ST S — /
CM: lMonynyHnsa B CBA3M C
MHO>XeCTBEHHbIMU pa3pbiBamu B BM
(bnbprnHOMAHBLIN HEKPO3). YYacToK
Hernopa)XeHHOro cerMeHTa (Ha ~5 yac)
C oTcyTcTBueM nponudepauum nnm UK
npn N® (TTA)



HeKpoTM3upyowmun M.
OnObpUHONAHBIN HEKPO3
(cepebpenune no xoHcy x200)

B. CerMeHTapHbIA HEKPO3,
obnuTepauns netens,
dopmunposaHue nonynyHus. (x400)

Knybo4ykn co CBEXUMWN CErMeHTapPHbIMU
HEKPO3aMK NeTenb Kanunnapos, Apyrne — c
cchopMMPOBABLUNMMUCS MONYNYHUAMU U
KOJ11ancoM netesb Kanunispos.



Mpy MMA yvaue Haxoaat TH ¢ nonynyHuamm, 4eM (pboKasibHbIN
CerMeHTapHbIX HeKpo3 Kanuanapos (bonee no3agHee BbiSBNEHNE

N3-32 MEHeE BbIPaXXEHHOW 3KCTPapeHasibHOM CUMNTOMATUKN).

ES | ) S 3

®unbpo3Hble NoNynyHus,
(pparMeHTbl OCTaTKOB
knybouka (PAS)



MIMMyHOMIt0OpecLeHLMS

HekpoTu3npytowmmn nonynyHHbIN
[H 6€3 NMMYHHbIX [E€N031UTOB
(MaIOMUMMYHHbIW, 1/U
paycM-MMMyHHbIN TH)
OnuncaH B 1979 .




Knaccudpukaumsa Berden/EUVAS (2010)
|

OCHOBaHa Ha naTosiornm Kiaybo4koB, oLjeHmnBaemovi ripy CM.

Knaccel H:
dokanbHbIN: >50% HOpMasbHbIX KIyOOUKOB,
MonynyHHbIN: >50% KNETOYHbIX NONYTYHUH,

CMelwaHHbIN: KOMbUHauma <50% HopManbHbIX KinyboukoB, <50% c
KNEeTOYHbIMU MonynyHuamMu, <50% MnONHOCTbIO CKepO3NPOBAHHbIX.

Cknepornyeckmm: > 50% NOMHOCTbIO CKNEPO3NPOBAHHbBIX KITyO60OUKOB.

PaHee 6b1no ony6nmukoBaHo MHOro paboT ¢ aHanM3oM NPOrHOCTUYECKOW LIeHHOCTU NOYEYHOM
6rnoncum npn AHLA-accoumnmnpoBaHHbIX [H.

KoHceHcyca gocturnu nuwb B 2010, korga 6bina onybnukoBaHa HoBad Mopdbonornyeckas
knaccundgmkauma AHUA- accounmpoBaHHbix 'H, npeactaBneHHas mexgyHapoaHom paboyen
rpynnon Hedponoros-mopdorsoros (Berden u dp., 2010).

Knaccudpukayusi npednoxxeHa kak MemoO0 OJis OUeHKU Npo2Ho3a y nayueHmos 8
MOMeHm ycmaHoeJsieHusi dua2Ho3a.



Cneundunueckue yeptbl AAB
CHCC2012 CHCC2012 onpeaenexme

HasBaHue

'paHyneMaTos € | HekpoTusupylollee rpaHysieMaTo3Hoe
noJIMaHrMMTOM | BocnaJsieHue, obbIYHO BOBJ/IeKalLlee
(TTIA, BereHepa) | BEpXHUE U HMXKHME AbIXaTeslbHble
NnyT¥ N HEKPOTU3UPYIOLLUN
BAaCKyJIUT, NpeMMyLleCTBEHHO
Menkux (Ao cpeaHunx) cocynos (T.e.
Kanunispbl, BEHY/bl, apTepuoIsbl,
apTeEPUN N BEHBI).

Hekpotusupyrowmu NH yacro.




0Oco6eHHOCTU KJIMHUYECKOro
TeueHusn INMA (Berenepa)

Nodule

Lungs/

Kidneys ———s -

Trachea

Infiltrate «

[TIA cBOMCTBEHHa Tpuaaa
nopaXxeHus opraHoB C
BoB/N1ieyeHueM BAI, nerkmx um
noYyex.

Y nopgasnsatowero 60nbWMHCTBA 60/bHbIX
(>90%), pa3BmBaeTcs
HEKPOTU3MPYIOLLIEE rPaHYNEMATO3HOE
BocnaneHue BAl1:

A3BEHHO- HEKPOTUYECKUIA PUHUT,
CUHYCUT,

NMopa)keHWe opraHa cryxa,
BOBJ/IEYEHNE TPAXEN U FTOPTaAHU C

(OpMMPOBAHMEM MOACKIAA0UYHOM
rPaHY/1IEMbI.



Pewlarollee 3Ha4YeHne B ANArHOCTUKE NPUHAANEXUT
AeTanbHOMY 06CcnefoBaHUIO NaUMeHTa C
BbisiBJIeHUEM NAaTOFrHOMOHUYHbIX CUMMTOMOB.

TpebyeTca HeneHanpaB/€HHbIA NOMCK NOPAXKEHUSA
pecrnMpaTopHoOro Tpakrta c obsizatesibHbIM
npoBeaeHneM pUHOCKONUMU, napuHrockonuu, KT
NPUAATOYHbIX Na3yX U JIErkmx,

MOCKO/IbKY

Aa)Ke Bbipa)XXeHHble U3MEHEHMS B NpUAaTOYHbIX
Nnasyxax 1 TSKENoe NopaxXeHne nerknx ¢ obpasoBaHNEM
MHOXXECTBEHHbIX UHDUILTPATOB C AECTPYKLUMEN MOTYT
nporekaTtb 6eCCMMNTOMHO 1IN COMNPOBOXAATbCH
CKYAHOW KJIMHUYECKOU CMMMTOMAaTUKOWN,

PeHTreHorpadus rpyaHon KneTkn obnagaet MeHbLLEN
MHPOPMATUBHOCTBLIO, YeM KT.



Oco6eHHOCTU KNMHNnYeckKkoro reyeuus MrA

Ha3BaHue CHCC2012 onpegenerHne

Mukpockonnyeknin | HEKpoTU3NpyoLWNM BacKyIMT € HEOONbLLIMMU UK
nonuaHrmmt (MIA) | OTCYyTCTBMEM AEMO3UTOB, NMPENMYLLIECTBEHHO MENKNX
cocynos (T.e. Kanunnsipbl, BEHY bl WX apTEPUOSbI).

MOXET NPUCYTCTBOBATb HEKPOTU3NPYIOLLMIKA apTEPUNT
MENKNX N CPEeAHNX apTepPUMN.

HekpoTusunpyrowmu NH oueHb yacro.

Mo)KeT pa3BUTbCA JIEroYHbIW KanuNNSApuT.
[paHyneMaTo3HOe BOCMafieHNe OTCYTCTBYET.

MIA nMmeeT MHOro obumx 4Yept c [TIA, oTnn4yasiCb OTCYTCTBUEM
rpaHy1eMaToO3HOro BocrnaneHns (He CBOMCTBEHHDI
NOACKIAA0UHbIN NAPUHIUT, ceanoBnaHas aedopMaums HOCa,
nepuopbuTtanbHble rpaHynNEMbI).

1948 — Davson et al. MINA 06bin BblaeneH ns YI1




KnnHnyeckue nposiBJieHUNA

* MIA (5 OCHOBHbIX)

« [nomepynoHedpput (90%)
« [loxyanaHue (>70%)
= KOXHble nameHeHus (>60%)

« HeBponornyeckne HapyLeHus -
nepupepunyeckmne, pexe - uepebpanbHbie (60%)

« Jlnxopagka (55%)




OCco6eHHOCTU KJIMHUYECKOro TeyeHus
- IIMA

KnnHnyeckoe passutue 3ITIA noapasaenstoT Ha 3 ctaguu,
KOTOpblE, Kak npasunio, nocneaosaTesibHO pa3BopayMBalOTCA
Ha MPOTAXXEHUUN HECKOJIbKUX NET.

[Ons nepBoOro atana CBOUCTBEHHO NOCTENEHHOE pa3BUTUE
CMMNTOMOB H6POHXMANbHOW acTMbl, aNNEPrnyYecKoro puHNUTA,
CUHYCUTA, NPOSIBNEHNN NEKapCTBEHHOW HENepeHOCUMOCTH,
Npu 3TOM nepudepunyeckast 303MHOMPUINSA He BCeraa
Bblpa)XeHa.

Ha BTOpOM CTaAaMm NpuUcoeanHATCS 3nNn304bl
303UHOMUNBHON MHMDUIbTPALMKN TKAHEN B BUAE
303UHOMUNBHON MHEBMOHUN MW FACTPO3HTEPUTA, YTO YacTo
coyeTaeTcs ¢ nepudepunyeckon 303nmHodunmren >10%.

Tpetba ctagua DI T1A xapakTepusyeTca pa3BuTUEM
CUCTEMHOIO0 HEKPOTU3UPYIOLLIErO BAaCKy/IUTa.



B TO BpeMsl KaK Ka)Xxaoe U3 3TUX
6051e3HENn MMEeloT CBOMU YHUKAJIbHbIE
yepThbl, HO Kak rpynna, AHLIA-B neuatcsa
OAMHAKOBO

JleyeHune npexxae BCero 3aBUCUT OT TAXKECTU
3aboneBaHus,

PUCKOB Pa3BUTUSI IEFOYHOIO KpOBOTEYUEHMS,

NporpeccupyroLen noYeyHom
He0CTaTOYHOCTU



Jlnarnoctuyeckuu anroputm npu bIIT'H

Cwnapom BINMH

NOMKW

CoiBopoTKa:
‘_' MMMYHONOTUHECKOE | ™—
uccneaoBaHue
Neuexue
(amnupuveckoe)
MI-«nynbc»
Neyexnune Awarxos
(8 cooTseTcTemM ¢ Tnom NH) (BepoATHbLINA)
KC+LUo+MNo naroreHernyeckui tun NH
1 Ouarvos
(okoH4YaTenbHbINA)
lNevenne e natoreHeTuueckuin Tun N
(okoHu4aTensHbil BuIGOP) \
MNporuvoa NH

[NokasaHua ana onpeaenenna AHUA: knnHuka ONM man BIIMH, BHeno4veyHble
NPOsIB/IEHNA BACKynuTa



IInarHoCTuka

« KnunHuka ONMN vnam BINrH
i = BHenouyeuyHble NPoOSAB/IEHUA BAaCKy/IMTa
« AHTM-MIMNO-AHLA n auTn-fNMP3-AHLA
- yyBcTBUTENbHOCTL AHLIA — 80%
- cneundunyHoctb — 89%
JIoxkHO (+) - 14%,
JloxkHo (-) — 16%
Y 10-20%, T1.H. AAB, aHTU-MI10 n aHTU-NNP3 He
BbISABNISIOTCH

JTWN pe3ynbTaTbhl NpeaocTeperatoT OT UCMOJIb30BaHUE
oaHoro tecta Ha AHUA [ansg noctaHOBKU AMArHo3a

« Hedpobuoncus

B cny4yae bI1I'H, neroyHo-no4e4yHoro CMHApPOMa Ha4vasno

Tepanuu ¢ nynbca MI1 He foKHO OTKIaabiBaTbCA A0
Nnosly4yeHnst pe3ynbTaTtoB buoncum



O6uine NnpuHUMNbl Jie4ueHNA CUCTEMHbIX
BAaCKYJ/IUTOB

-, MaToreHeTnyeckyto Tepanuio noapasaenstoT Ha 3 stana:

MHAYKLUMA PEMUCCUMN - KOPOTKMN KYpPC arpeCCMBHOM
Tepanuu;
noaaepxaHue pemmccum — anntenoHas (0,5- 2 roga)

Tepanum UMMYHOCYNpeccaHTaMn B A03aX, AOCTAaTOUYHbIX AN
NOCTMXXEHNS CTOMKOW KNMHMKO- N1abopaToOpHON peEMUCCUN;

neyenme peumnameoB. Cpean 605bHbIX [TIA puck
pa3BnTNA obocTpeHuns Bbiwe (65%), Yyem npu MIMA nnm
2OIMA (35%), npu 3TOM peumnamBbl COXPaHSIOTCS U Ha
BbICOKMX KYMYNATUBHbIX A03ax LO.

[laToreHeTUYeCcKon TepanmMm COnMyTCTBYOT MEPOMNPUSATHUS,
HanpaBJ/IEHHbIE HA CHMXXEHUE PUCKA KOMOPOUAHBIX
3ab0n1eBaHn U neyeHne OCNoOXXHEeHUMN.



Tabauna 30 | Pe:xxumbl jieueHus, pekomenjayemble 1 AHIIA-BackyauTos ¢ °
I'H

[Ipenapar Cnoco6  Hauanbhas no3a J
BBC}leHHH ]

: 'Humocpocq;auun B/B .‘ -0, 75 MI‘/M2 KaXx/bie 3-4 penenn RaRET
e Rt g CHHBHTB HaYabHyI0 103y 10 0,5 Mr/M2 eciid BO3pacT

e 560 mer i CK® <20 wir/muH Ha 1,73 M2
7 IR B R S Koppewrupoaa'rb nociienyoumne nosm TaK, HTOOBI

Y

ClSda Rl R T KONMYeCTBO IEHKOLUTOB qcpcs 2 Henemq nocie Bsgzgemm‘
AT T 7 He BbUTOS 3000/MM3 , i e ST ;
Huxknodbochamua® BHYTPL 1-2 Mr/kr/cyT, cHUXaThb 103y €Clld BO3PacT >60 neT Win

AnbtepHatnBHbivi pexxum: LU® - 15 mr/kr  CK® <20 mia/muu Ha 1,73 m2
Kaxavle 2 Hegenn N 3, 3atem 15 mr/kr KoppekTnposartb 403y, 4To6bl noanepxmBaTh KOJIMYECTBO

Kaxkable 3 HeA. B TedeHne 3 Mec neiikouuntos >3000 /MM3
Kopr rmcocrepon,um B/B s "‘".TIynbcm Memn-npenumdnoua no 500 Mr excezmesuo Q
‘ e R % v revenne 3 AHEN ~ AT W R : *
l\OpTMKOCTCPOH}Ibl Buypr IMpennuson | Mr/Kr/cyT B TeueHue 4 Heneb, He

npesbiuiarh 103y 60 Mr/cyT, NOCTENIEHHO CHHXAaTh 103y B

YRR S 70 Teyenue 3-4 mecaues
Putykcuma6® ~ 'B/B 375 Mr/M2 éxenenenitio; 4 BBEAEHUS
Flna:;ma(bepezd O61bem 3ameneHnst 60 Mi/kr
Backynut: 7 npoueayp B reueHue 14 quein. I'lpu
AP Py3HOM NIErOYHOM KPOBOTEHEHHH — €XKEAHEBHO 10
IpeKpallleHHA KPOBOTEUYEHHA, 3aTEM Yepes3 IeHb, BCcero 7-
10 npouenyp
Backynur B coueraunu ¢ autu-I bM-anturenamu:
exeJHEBHO B TeueHue 14 nue, wiv 10 Tex nop, noka
aHTHUTEJIA HE HCYE3HYT U3 KPOBH

s aa a -




NMHuunanbHaa Tepanus
MasioMMMyHHoro IH

[HPA u KC
B KQuecTBe MHMUUanbHou Tepanuu (1A)

» Putykcumad u KC

B KayecCTBe aNlbTepHAaTUBHOIMo peXXnMa
MHULUMANbHOW Tepanun y NaLneHToB C
MeHee TsKenbiMn opMamm 3aboneBaHuns
N TeM, Y KOro MMetoTcs
npoTtueBonoka3aHus Kk LLPA (1B)




OcoOblie nonyisiuu 00nbHBIX AAB

OdononHuTenbHO npoBeaeHue naa3Mmadepesa
naumMeHTamMm:

« Tpebyrowmm guanusa, v

= C 6bICcTpO HapacTarowmm sCr (1C)

C AMdPY3HbIMMU JIero4yHbIMU KPOBOTEUYEHUSAMU
(2€)

naLMeHTaM C nepeKkpecTtHbiM CUHAPOMOM -
coyetaHmem AHLIA-Backynuta u aHtTu-rbM I'H,
B COOTBETCTBUU C NMpPeanoXXeHHbIMU KpUTepmnsaMmn v
pexxumamu ans aHtu-NreM N'H (2D)

OtMeHsaTb Tepanuio LIQA yepe3 3 MeC y NauueHToB,

= OCTaloOWMXCH ANann3-3aBUCUMbIMU N HE NMEIOLLINX
BHerno4yeYHblx nposiBneHnn 3abonesaHus (2C)




IlogaepxuBaroias Teparus

[launeHTam, JOCTUMLLNM PEMNCCUN,

= MPOBOAUTb MOAAEPKMBAOLLYIO Tepanuio
Kak MMHUMYM B TeyeHue 18 Mmec. , ecnu

coxpaHsieTcs nonHasa pemuccus (2D)

= HEe NMpoBOAUTb NOAAEPKMNBAIOLLYHO
Tepanuio NauneHTaM, ocTatoWmmcs ananns-
3aBUCUMBIMU U HE UMEIOLLIMM BNEMNOYEYHbIX
nposisneHnun 3abonesanuns (1C)




Bbi60op npenapaToB Ans
noaaep)xuBaroLlen Tepanum

« A3aTuonpuH B fo3e 1-2 Mr/kr/cyt BHyTpb (1B)
Y naumeHToB C HeNnepeHoOCMMOCTbHO a3aTuoripyHa
« MM® B no3e oo 1 r aoBa pasa B geHb (20)

B KauecTBe AONONHUTENBHOIO NpenapaTa A
noaaep>XvmBaloLllen Tepanuun y rnaLUeHToB C
MOPaXXEHNEM BEPXHUX AbIXaTe/IbHbIX ITyTEN

= TpuUMeTonpuMm-cysibcpameTtokcason (2B)

Y nauneHToB C HENnepeHOCUMOCTbIO a3aTNOINpyUHa !
MM®, Ho Tonbko, ecyiu CK®> 60 M/I/MUH NS
noaaep>xuBatoLLien Tepannm

= MeTtoTpekcaT (B HauasbHOU fao3e 0,3 Mr/kr/Hen
(max 25 mr/Hepn) (1C)




JleueHue pedpakTepHbIX chopM

| 3abos1eBaHuA

« [pn AHUA 'H, p€31UCTeHTHOM K MHAYKLNOHHOM
Tepanun LUPA n KC, nobaBuTb K neyeHuio

putykucMab (1C), u B KavecTse a/lbTeEPHATUBBI
NCrosb30BaThb

= B/B MMMyHornobynuH (2C), nnu
« MnasMmadgepes (2D).




MoOHUTOpUpOBaHMe

= HE MEHSTb PeXXmM MMMYHOCYNpPeccMn Ha
OCHOBaHWK TOSIbKO M3MeHeHun TuTtpoB AHLIA (2D)

TpaHCnaHTaUuUS

= OTJIOXXMTb TPAHCINJIAHTALMIO NMOYKU A0 TeX
nop, Noka AIMTENbHOCTb NMOSIHOM PEMUCCUM
BHEMOYEYHbIX NPOSIBNEHNN He cocTaBuT 12 Mec
(1C)

= He OTK/1IaAbliBaTb TPAHCMJIAHTALMIO
naumeHTaM, HaxoasLmMcs B CTaann NoaHOM
pemuccum, Ho octarowmmca AHLLA-
no3utuBHbiMu (1C)




MporHos

i. 10 25% 60bHbIX HQ MOMEHT

YCTAHOBJIEHMS AMarHo3a Hy>XaalTcs B
nvanuse, oaHako

= NPV CBOEBPEMEHHOU U aEKBATHOM
MMMYHocyripeccnn ~ 50% 60sbHbIX C
AHLUA-T'H ynyJdwaeT nnu
BOCCT@HaBNMBAIOT MOYEYHY0 (PDYHKLNIO;

= 5-JIETHASA BbDKMBAEMOCTb COCTABNSAET
70-80%.




da3bl KIMHNYeckoro reueuunsa CB.

KnuHunyeckasa | bupmuHrem- | Xapaktepuctuka
daza CKMUW MHAEKC
AKTUBHOCTH

[NonHas 0- 1 6ann OTCYTCTBME MPU3HAKOB K/IMHUYECKOW aKTUBHOCTU U

peMuccus HeobX0AMMOCTM B Tepanuu npu HOpMasibHOM YpPOBHE
C- peakTuBHOro 6eska.

YacTnyHag 50% ot YMeHblleHne B pe3ynbTaTe NpoBOAMMOrO JieyeHus

peMuccus NCXOOHOr0 MHOEKCA K/IMHMYECKONW aKTMBHOCTM Ha 50% ot
NCXOQHOIO.

Jlerkoe < 5 6annos [losiBNeHne KIIMHUYECKUX MNPU3HAKOB 3aboneBaHus C

obocTpeHue yBennyeHneM obuien cymmbl 6annos Ao 5.

Tsaxenoe > 6 6annoB |BoBneuyeHne B BOCMANUTENbHbLIA MPOLECC XXMU3HEHHO

obocTpeHune BaXXHbIX OpraHoB unun cucrem (nerkux, nouvek, LIHC,
CepAEYHO- COCyAUCTOM CUCTEMbI), 4TO Tpebyer

_ _ NpOBEAEHNA aKIMBHOIO NaTOreHeTUYEeCKOro 1e4YeHus. |

TP BBIOOPE TARTURW JTEYERNH OOJTEHBIX Lé‘pEKUMEHT_[yETCﬂ‘pHBI[enﬂTb_HD_

cTeneHn TsaxxecTn 3aboneBaHuns, a Tak Xe BblaensaTb pedpakTePHbIN
BapuaHT TeyeHusa CB

DEJ/IEPAJIBHBIE K/IMHHYECKHE PEKOMEH/ITALIUHA 110 IHAT'HOCTHKE U JIEYEHHUHIO CHCTEMHBIX BACKY/IUTOB, 2013



Ta6nuua 45. OueHka aKTUBHOCTU

sackynutoB B 6annax (Birminghem s i S

Vasculitis Activity Score — BVAS) OALIWKA UNK 3AaTPyAHEHUE ALIXAHA 2

(R.A.Lugmani et al., 1994) y3enku unu pubpos 2
Nposenenus Bann nnespanbHbii BbINOT/NNEBPUT 4
1. CucTemubie NposBneHUs uHpunLTpaT 4
e ) KPOBOXapKaHbe 4
cnabocTs 1 Nnero4Hoe KpoBoTeveHue 6
Muanran 1 MakcumanbHO BO3MOXHas cymma 6annos 6
apTpanruu/apTpuT 1 6. CepaeuHo-cocyaucras cucrema bares
nuxopagaka (<38,5° C) 1 HeTr 0
nuxopagka (>38,5° C) 2 LWYyMBbI 2
noTteps maccol Tena (<2 kr) 2 BHOBbL BO3HUKLLIEE OTCYTCTBUE Nynbca 4
noTeps maccol Tena (>2 kr) 3 aopranbHas He[oCTaTOYHOCThL 4
MakcumManbHO BO3MOXHaA cymma 6annos [ 3 nepukapauTt 4
2. KOXHbiIe noKpOosbl P BHOBbL BO3HUKLUMI MHMAPKT Mrmokapaa 6
HeT 0 HEeNoCTaTo4HOCTb KpoBoo6palleHus, kapamomu- 6
nHdpapkT 2 onarvs )
nypnypa 2 MakcumansHO BO3MOXHAaA cymma 6annos 6
AOPYroi BACKyNUT KOXW 2 7. XenynouHo-KMiluevHblit TpakT o
A3BbI 4 HeT 0
raHrpeHa 6 60nb B XUBOTE 3
MHOXECTBEHHAas raHrpeHa nansues 6 Kposasas auapes 6
MakcumManbHO BO3MOXHasa cymma 6annos { 6 ) nepdopaums Xen4Horo Ny3bips 9
3. CnusncrTeie 06onoYKKU/ rnasa et MHMAPKT KULLEYHUKA 9
Her o navkpearuT 9
A3BbLI NONOCTU PTa 1 MakCUManbHO BO3MOXHAas cyMmma 6annos 9
A3BbI FrEHUTaNUn 1 8. Mouxn
KOHBIOHKTUBUT 1 o 0
anmcKnepuT/cknepuT 2 aprepuansHas rmnepreH3us (quacronuyeckoe 4
yBeuT 6 ALl > 90 mm pT.CT.)
OTeK ceTHaTkm 6 npoteuHypus (>1r uam > 0,2 r/cyTkn) 4
reMopparvm ceT4aTkm . 6 remarypus (>1 3ap. B n/3penus wnm > 1000 ap./mn) 8
MakcumManbHO BO3MOXHas cymma 6annos 6 KpeaTtuHuH 125—249 MKMONb/n 8
4. JIOP-opratibi KpeaTuHUH 250—499 MKMONL/N 10
HeT 0 KpeaTtuHuH > 500 MKMONb/n 12
::ﬁ:ﬂs:"“ W3 HOCA WA 3aTPYAHEeHUEe HOCOoBOro 2 nosBbIlLeHue KpeaTuHuHa Ha 10% 12
cuHyCUT > MakcumanbHO BO3MOXHas cymma 6annos 12
HOCOBOE KpoBOTEYeHUue 4 9. Hepehas cucrema
KOPO4YKU 4 HeT (o]
BbIAENEeHUA U3 YLLEA a opraHvHeckve HapyLleHusa, AeMeHUnsa 3
CpenHuii oTUT 4 cyaoporu 9
BHOBbB BO3HUKLLIAA ryXxoTa 6 MHCYNbT 9
OXpPUNIOCTb rONOCca/ NapuHruT 2 nopaxeHuve CNUMHHOro Mo3ara 9
CTEHO3 ropTaHu 6 nepudepuyeckas HemnmponaTmsa 6
MakcumMansHO BO3MOXHas cymma 6annos k6 N MHOXECTBEHHbIN ABUraTefnbHbiii MOHOHEBPUT 9
5. Nerkune MakcumanbHO BO3MOXHaa cymmMa 6annos 9
HeT 0 O6uwas MakCuManbLHO BO3MOXHaA cymma 6annoe 63




MOHMTOpPUHI akTUBHOCTU CB

OueHka akTnBHocT CKB MMeeT orpoMHoe 3HayeHune Ans Bblibopa
Tepanuu.

MoHUTOPUHI akTUBHOCTM CB Ha cOBpeMeHHOM 3Tare pa3BuUTuUs
PEBMATO/IONMKN BK/IIOYAET B cebsl MHAEKCbl aKTUBHOCTWN, OJ1S
pacyeTa KoToporo B 6annax npeanoxxeH BUpMUHremMmckmnm
MHAEKC KJIMHMYeCKoOn akTMBHOCTHM (Birmingham Vasculitis
Activity Score) — BVAS.

B 3aBMCMMOCTM OT NOKaNM3aumnmn NopaxxKeHnst NpuU3Haku
3aboneBaHns pasaeneHsl Ha 9 rpynn, Npu pacyeTe MHAEKCa
aKTUBHOCTU CYMMUPYIOTCS MakCMMaribHble 3HavyeHns 6annos,
NoNy4YeHHble B Ka)kaoun rpynne (MakCMMasibHO BO3MOXKHbIN
CYMMapHbI/ MHAEKC cocTaBnseT 63 6anna).

[1pn oueHkKke KIIMHUYECKON aKTUBHOCTU NPUHAMaAKOT BO BHUMaAHUE
O6YCJ'IOBJ'I€HHbIe BACKYJ/IUTOM CUMMNTOMbI, UMEOLWLNECHA HA MOMEHT

OCMOTDA A TAKYYeEe TTOARIARIIIecCa AniA nbornecciuiunorARIIIE R



Birmingham Vasculitis Activity Score — BVAS

N

|
8. NMouku

HeT 0
apTepuanbHas rmnepreH3uns (auacronuyeckoe 4
ALl > 90 MM pPT.CT.)

npotennypus (>1runu > 0,2 r/cyTkn) 4
remarypus (>1 3p. B n/3apenusa nnu > 1000 3p./mn) 8
KpeatuHuH 125—249 MKMOnb/n 8
KpeatuHUH 250—499 mkmons/n 10
KpeatuHuH > 500 MkMonb/n 12
nosbileHne kpeatuHuHa Ha 10% 12
MakcumansHO BO3MOXHas cymma 6annoe 12




Knaccudpukauyma AHLLA-accoumnpoBaHHbIX
BaC1(yJ1VITOB no crenenun tsxectu (EUVAS, 2001)

1-noKann3oBaHHbIE
AA-B

Cr cbiB.<0,120 MMonb/n, oTCyTCTBME OOLLIMX CUMITTOMOB,
6e3 yrpo3bl noTepyn MYHKUMN XKXU3HEHHO-BAXXHbIX
opraHos; AHLIA (+)/(-)

2- HayanbHoe
(paHHee) cncrteMHoe
nopaXeHune

Cr cbiB.<0,120 MMOnb/n, Hanunune obWMX CUMNTOMOB,
6e3 yrpo3bl noTepn PyHKUNN XXNU3HEHHO-BAXHbIX
opraHoB; AHLA (+)/(-)

3-reHepanm3oBaHHas
¢popma

Cr cbiB.<0,500 MMonb/n, Hannuune obWMX CUMNTOMOB,
HapyLeHne PyHKUNM KaKoro-nmbo >KM3HeHHO-BaXHOro
opraHa; AHLIA (+)

4-NOYEYHbI
BACKY/IUT B TSHKENON
CTENEeHu

Cr cbiB.>0,500 MMonb/n, Hanunyune obLWMX CUMNTOMOB;
AHLUA (+)

5-pedpakTepHbIN K
NEYEHNIO BACKyUT

Cr cbIB.-n/a, yrpoxatoLiee »XM3HN nopakeHne Kakoro-
nnbo oprana; AHUA (+)/(-)

Jayne D. Curr Opin Rheumatol 2001; 13:48-55




AnddepeHunanbHbIii ANArHos:
BonesHu, nporekatowgme c OMNM n ocrpon
NlIero4yHou HegoCTaTOYHOCTbIO

OTek nerkux, BTopmdHbin K OMMIM ntobon apyrowm
3TUONMOTrNK

Tsxenass CH ¢ neroyHon runonepdysmen 1 nerovHbIM
OTEKOM

Tshkenas nHeBMoHUS (Hanp., Legionello) ,
accoumnmpoBaHHasa ¢ OTH

[ToyeYyHbIN BEHO3HbIN TpoM603 ¢ TIJTA
OTpaBnenune repbnumnaamm

NccnepoBanusa Ha AHUA, aHTn-IBM, KpnornobynuHbl, TeCTbl Ha
HCV, HBV, AHA, ypoBeHb KOMMIEMEHTa

[psaMag MO cocynoB B KOXXHO-MbILLIEYHOM JIOCKYTE UNU
HedpobuonTaTte: AoMuHMpYtowmre aeno3ntbl IgA- npyn UTAB; IgG m
IgM peno3nTbl - KpUornobynMHeEMNYeckoM,
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MonynyHua BHYTPU KNy60UKOB, cocTosiLuMe U3 nponndepupyrowmx
3NUTeNMnanbHbIX KJ1eTok. OaHa n3 npnuunH BIMNIH - Bos1YaHOUYHbIN HedpuUT.
KanunnsapHblie neTnm neBoro kybouka 3HaYUTEsNIbHO YTOJIWEHbI -
CMMMNTOM «TMPOBOJIOYHbIX NeTesib>», XapakTepHbin ana CKB.




f'MnokoMnsieMeHTeEMNYeCKum
ypTUKapHbin (aHTKU- C1q) Backynurt

= AT HanpaB/ieHbl Ha KolareHonoAobHbIN parMeHT akTopa
koMnnemeHTta C1q.

C1qg -ocHOBHOM KOMMNOHEHT KI1 akTnBaumm KkoMnnemeHTa. MNpu
B3aumoaeunctemm ¢ Ig - IgM n IgG (AT) - C1g npuobpeTtaet
NpoTeasHy0 aKTUBHOCTb U MHULUMMPYET 3anyCK Kackaaa
KoMnsieMeHTa ¢ obpa3oBaHneM akTusHoro C1 cgakTopa.

AT pearupytot ¢ C1q 1 yckopstoT ¢popMMpoBaHME aKTUBHOIO
KOMMJIEMEHTA, YTO NPUBOAUT K MMNOKOMIM/IEMEHTEMUU CO
CHMXXeHneM akTopoB koMnnemeHTa C3 n C4.

« AT k C1q y4yacTBYHOT B naTtoreHese
rMNOKOMIMJ/IEMEHTEMUYECKOro BaCKyJ/iuTa, OnNMCaHHOro B
1973 roay Makdaddu (MacDuffie).

= IJT0 3abosieBaHMe yalle BCTPEYAETCA Y )XEHLUH, NnpuBoaAUT
K apTpanrusaMm v peumamBupyroweMy KOXXHOMY
reMoparmieckoMy ypTMKapHoOMy BacKYJIMTY.

= Peumaue conpoBoXXaaeTcs CHMKeHueM (paKkTopos
komrsieMmeHTa KIl (C4 m C3).



F'MnokoMnsieMeHTeMUYeCckumn ypTtukapHoin (aHtn- C1q) Backynur-2

= AT k C1q He BCTpeyatoTca nNpu gpyrux BapuaHTax KpanvBHULbI, YTO
NO3BOJIAET UCMONb30BaTh 3TOT TECT ANA ANArHOCTUKU YPTUKAPHOIro
BAaCKyuTa.

= AT k C1q BbisBnaroTtca y 15-60% nauueHnToB c CKB,
npevMyLlecTBeHHO C BH.

= BbiCOKMe TUTPbI 3TUX ayTO-AT BbIAABJIAIOTCA TaK)XKe Yy
naumneHToB ¢ BH knacca IV, KOTopbii XapaKTepusyeTtcs
NJ1I0XUM NMPOrHO30M.

« OJKCMepuMeHTasbHble AaHHble yKa3biBatoT, YTo C1qg AT urpatoT
naToreHeTU4ecKyo posib npu BH.

= [lpn obocTtpeHnn M'H yactoTa BhisiBNeHnsa AT yBennumeaeTcs Ao
70-80%, apdeKkTMBHAs Tepanus CHUXXaeT KOHUEeHTpaumio ayToAT.

« AT k C1g MoryT mcnosnb3oBaTbCa B olleHKe akTuBHocTtu BH
Hapaay € AT k acJHK n AT K HyKk/ieocoMaM.

« AT k C1q BbIABNAKOTCA Y MHOIruX nauueHtos ¢ MINIH.

= AT k C1q KpanHe peaKko BbISBASAOTCSA Npu Apyrux P3: Backynutax
MENKNX cocyaoB, cuHapome ®entu (cnneHoMerannsa u NeMKoneHns),
IgA-HedponaTum n cnHapome lN'yanacyepa, a Takxke npu CMeLaHHOW
KpuornobynnHemmn Ha gpoHe HCV.
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Biomarkers of disease activity in AAV

At present there are no reliable biomarkers for monitoring disease activity in
AAV. ANCA titre has been shown to correlate to some extent with disease
activity, but to make therapeutic decisions based solely on ANCA titre is not
encouraged.

Research efforts are now focussed on identifying candidate serum proteins that
could serve as biomarkers of disease assessments. There are ongoing
studies in different centres worldwide aimed at identifying potential serum
biomarkers of disease activity in AAV.

One such recently identified serum protein is B-cell activating factor belonging
to the tumour necrosis family (BAFF). Serum levels of BAFF have been
shown to be elevated in patients with MPO-AAV, with the levels being more
elevated during active disease than in remission. Furthermore, BAFF levels
have been shown to correlate well with BVAS and ESR levels.

In another recently published study involving patients from the RAVE
(Rituximab in ANCA-Associated Vasculitis) trial with severe AAV, it was
shown that the serum proteins, CXCL13 (BCA-1), matrix metalloproteinase-3
and tissue inhibitor of metalloproteinases-1 were better at distinguishing
active disease from remission than most other serum biomarkers including
C-reactive protein and ESR.

Serum NGAL has also been shown to be useful in assessing disease activity in AAV



Ony6/1MKoBaHO MHOrO paboT, B KOTOPbIX aHANM3UPYETCS NPOrHOCTUYECKAs
LIEHHOCTb no4yeyvHon 6uoncum npu AHLLA-accoummpoBaHHbix T'H (Hauer u ap.,
2002; De Lind n ap, 2006)

OLI,HaKO KOHCeHcyca aocturiv nuwb B 2010 roay, koraa 6bina onybnnkoBaHa
HoBas Mopdonornyeckas knaccugurkaums AHLIA- accoummnpoBaHHbIx H,
NpeAcTaB/ieEHHas MeXAyHapoaHOW paboyen rpynnon Hedposioros- Mopcbonoros
(Berden un gp., 2010)

Knaccndukaums npeanoxXeHa Kak MeToA, ANs OLEHKM NPOrHo3a y NauueHToB B
MOMEHT YCTAHOB/IEHNS ANArHo3a.

Bbinensercs 4 knacca MH: doKanbHbIN, MOMYNYHHbIN, CKNEPOTUYECKUIA 1
CMELUaHHbIN.

MaTtepuvan n metoabl. 2006- 2012 rr, 66111 NOABEPrHYTbI PETPOCNEKTUBHOMY
aHanusy. buoncuu, NpuUHATLHIE K paCCMOTpeHmo coaep)anu He MeHee 10
KNy60uKOB; COrNacHoO pe3ynbTaTaM NpsiMou MMMYHOdDJ'IIOOpeCLI,eHLMVI (ons
VIMMYHOFJ'IO6y1'IMHOB KOMMOHEHTOB KOMIJIEMEHTA) BCE ObI/IN MANOUMMYHHbIE
(pauci-immune). [Ins cBETOBOM MUKPOCKOMNN UCMOJb30BaNNUCh OKpacku: PAS,
cepebpeHne no [XKOoHCy, reMaToKCUIIMH-3031H, TPUXpOM no Masson.
Knaccndukaums Berden/EUVAS CorfiacHo KOTOpOM Obinn pacnpeneneHbl Bce
NaLMeHTbl, OCHOBAHa Ha NaTonorMmM KinyboukoB, OLIEHNBAEMON NP CBETOBOM
MmKpockonun. Knacc gokanbHoro 'H onpenensietca B npucytcteun =50%
HOpPMasbHbIX KITy60UYKOB, NOMYNYHHOrO - >50% KNETOYHbIX NOAYNYHUH,
CMEeLLaHHOro — npwu KOM6MHaL|,MVI <50% HOpManbHbIX KITybo4KOB, <50% C
K/TI€TOYHbIMU NonynyHuaMn, <50% MnONHOCTLIO CK1EPO3UPOBaHHBLIX.
MocneaHun knacc, cknepoTnyeckoro MM, xapakTepusyeTcs NpucyTcTBUEM >
50% noNHOCTLIO CKJ'IepOBMpOBaHHbIX Kﬂy60l-IKOB



KnaccudukalumMoHHbIe KpuTepum
rpaHysiemato3a BereHepa (AKP, 1990)

Kputepuii

Onpejgenexne

1. BocnaneHune Hoca u
NONOCTU pTa

$13Bbl B NOMIOCTU PTa; FHOMHbIE UK KPOBAHUCTbIE
BblAENEHNA U3 HOCA

2. Nl3aMeHeHune B nerkmnx
npu Rg nccnegosaHum

Y3nbl, UHGWUALTPATLI MAN NMOSIOCTU B NErKUX

3. I3aMeHeHna Mouun

Mukporematypus (>5 aputpoumToB B n/3p) win
SpUTpOLUNTapPHbIE LMNNMHAPLI

4. bunoncus

[paHyneMaTo3HOe BOCManeHME B CTEHKE apTeEPUM
WKW NEPUBACKYNSPHO /3KCTPaBaCKyNsSPHOM
MPOCTPAHCTBE

Hannune MMHMMYM 2 u3 4 KpuTepueB CBUAETENbCTBYET O BEPOATHOM I B

[lonoxuTenbHble AaHHble buoncun nrpatoT 60NbLLYI0 POsib B NOATBEPXKAEHUN
BackynmMTa. [pu 6uoncum cnmancton Hoca y 60onbHbIX TTIA pegko obHapyxmnBatoT
AECTPYKTMBHO- NPOAYKTUBHBIN BAaCKYINT U MMraHTOKIETOYHbIE HEKPOTU3MPYIOLLIME
rpaHynémsbl. [uarHoctnyeckasi LEHHOCTb KpanuHe peaKo BbIMOHSIEMON OTKPbLITOM
6roncmn Nerkoro 3HaunTeNIbHO Bbille, YEM TpaHCOPOHXMaANbHOW Unn bruoncum
Cnun3ncTom 060/104KM HOCa M NPUAATOYHbIX Na3yX.




