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Kadeapa BHYTpeHHUX BonesHen, Kapanonorum n KnMH1M4eckon dapmakonormm
dakynbTeTa NoBbILLEHUS KBanubukaumm MeamumHCKMX paboTHMKOB
MeguumnHckoro MHcTUTyTa Poccminckoro yHuBepeuTeta apy»obl HapoaoB
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IIETPOBCKHME BOPOTA

MEJIMIITUHCKHUW LIEHTP

AHLIA-accounnpoBaHHbIe
CUCTEMHbI€ BACKYyIUTHI:

coBpEMEHHbIE NnpeacTtaBli€eHnd
O ANarHoCTukKke "N rev4yeHnn

CmutneHko Unoa OneroBuy
[loueHT
KananaaTt MeguuuHCKNX Hayk

CnoHcopoM Hay4YHOU AesATENbHOCTU (MCCregoBaHns, BbICTYNSIEHUS) SBNSIETCSA
3A0 «Pow-MockBa» - OcuumnansHbii AucTpmnbbioTop «®.XoddmanH Jia Pow Jita.» (LBenuapus)



AHLIA-accouunpoBaHHbIe BaCKYJUTHbI
Onpepenenne CHCC 2012

* HekpoTusupyroiue BaCKyIUTHI, IIPU KOTOPOM OIPEAEIISIETCS MaJio
JCTMIO3UTOB UMMYHHBIX KOMILJICKCOB (MJIA MX HE ONPEICIISIETCS),

C IIPEUMYIIIECTBEHHBIM ITOPAXKEHUEM MEJIKUX COCYHNOB (T.€. KalnWJUISIPOB,
BEHYJI, apTEPUOJI U MEJIKUX apTepuii), acconurupoBanHbii ¢ AHIIA

Kk muenonepokcugasze (MIIO) unu nporennasze-3 (I1P3).

AononHuTenbHble KOMMEHTapuu

*AHITA oOHapyXKHMBarOTCS HE y BCEX MAI[MEHTOB. PEKOMEH10BAHO
UCIoab30BaHue npedukca pis oooznauenuss AHI[A-craryca (AHILA
k MIIO, AHIIA k IT1P3, AHIIA oTpuniarenbHbIN)

*Ba)XHbIM MIPU3HAKOB SABJIAETCA MAJOE€ KOJIUYECTBO UM OTCYTCTBHUE
UMMYHHBIX KOMILUIEKCOB B COCYIUCTOM CTEHKE. [Ipu 3TOM TOUHBIE
KPUTEPUU PAIMYECHUS MAJIOTO OT YMEPEHHOI'0 YMCIIa KOMILJIEKCOB
OTCYTCTBYIOT.

Jennette JC, Falk RJ, , et al.
2012 Revised international Chapel Hill consensus conference nomenclature of vasculitides.
Arthritis Rheum 2013;65:1-11.




A - KpynHble cocyapbl b - cocyabl cpeaHero Kaambpa B - Meakue cocyapbl
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i Iy HO B0 Ve ECHBIA BERCKYIMT C 0 PasE HE M
WIEKMK COCYA0E

EpuornobyAuHemmY eckMiA Backy AT

|4 BackynuT [LUeHnelHa-MeHoxa)
FMNOKOMOARMEHTHEIA YRTHMKIDHEBIN B3 CHYAWMT

BacynMT C N0 pas<e HHE 1 [aHTK-C1lO-BackynuT)

COCYA0E CpeaHero ¥anubpa
Y3 EAKOBRIM NOAWARNTERMHT AHTH-BEMHE-accoympoBadHan bonesHe

BonezHe KaBacakmM

AHUA-3 000 L MMPO FAHHbBIA FACKYIMT C N0 PaXe HWE WV MEeNKHK COCY0E6
MWMEDOCKONMY ECKMEA NOAMEHTMAT
FpaHynemMaTos C noavadrumTom (BEereHepal
303 MHOPMABHEIA TRPAHYASMATOS C MOAMIHTMATOM

[Hepra-Crpaycc)

BackyaMT C N0 paxe HHE M EPYTIHbBIK COCYA0E
ApTepuMHT Takaacy
FMraHTORAETOYHEIA GpTERMHT




AHTUHENTPOPUNDbHbIE
umTonaasmatnyeckme aHtutena (AHUA)

 OnpeaeneHne npu nomotm UNOA (ELISA)

— [1lpoTtenHasa 3

— Mwuenonepokcmnaasa
— KatencuH G

— JlakTodepuH u ap.

 OnpeaneneHne Npm NOMOLLMN HENPAMOU
MMMYHOPNOOPECLLEHLUN

— Uutonnasmatmnyeckoe cseyeHune («u»-AHLIA)

— NepuHykneapHoe cBeyeHue («n»-AHLA)

OnTumanbHO ucnonb3oBaTb 06a MetTopa anarHoctukm AHLIA!




AHTUHENTPODUIbHbBbIE LLUTONNA3MAaTUYECKUE aHTUTENA
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HelTpodun NHEeKUNS

o

n poBocCcnanuTteribHble
LWMTOKHUHDI




AHTUTena AHTUTena

3360ﬂeBaH ne K npotenHase-3, % K Muenonepokcupase, %
FpaHynemaTo3 C NOSIMAHIMUTOM *
pL
(BereHepa) reHepanusoBaHHas ¢popma 66
MUKpOCKONUYeCKUii NONUaHIMUT 26* 58
J03uHO(PUNbHLIA FrpaHynemaTos 10 30**

¢ nonnaHrumtom (Yepra—Crpaycc)

* Kidney Int. 1998;53(3):743.

* ARTHRITIS & RHEUMATISM Vol. 52, No. 9, 2005, pp 2926—-2935

HEJIb3A dopmynmupoBaTe HO30510rMMYeCKNN anarH03 TorbKo Ha ocHoBaHun Tuna AHLLA




[‘paHynemaTo3 ¢ NONMMAHIMNTOM
(rpaHynemarto3 BereHepa)

Dr. Friedrich Wegener

HekpoTuanpyrollee rpaHynemarto3Hoe BocnareHme,
OObLIYHO C NoOpaXeHNeEM BEPXHUX N HMKHUX
OblXaTeNbHbIX NyTEU, N HEKPOTU3UPYIOLLIMK BACKYIUT C
NpenMyLLIeCTBEHHbLIM NOpaXXeHNeM MEeNKUX U cpeaHux
COCYOOB (T.€. KanunnspoB, apTePUOr, apTEPUN U BEH).
YacTo BCTpevaeTca HEKPOTUINPYIOLLINIA
rmomepynoHedput (CHCC 2012).



IMMAOAEMWNONOTINA

HaunoHanbHasa npenpacnonoXeHHOCTb

* EBpOnenckne crpaHbl

CooTHOLWeHue NonoB, M : X

o =1:1

TUnNUYHbIN BO3pacT, neT

« 45-75

3aboneBaeMoCTb, YUCIIO Crly4yaeB B rog Ha 1 MIH YyenoBek
* 3-11 (eBpoONeNUCKNe CTpaHbl)

PacnpocTtpaHeHHOCTb, YUCNO cny4vyaeB Ha 1 MIH YenoBekK
« 4060 (eBpornienckue ctpaHbl); 26 (CLLUA)



Fpanynema LLHC

CuHycwurt, abnoka nporpysuna
rnasHoro

OTHUT, OTEK OKOJNIOYLLIHON

xKenesbl

Anucknepur

PuHMT, A3BbI

MoaHaparopTaHHUKOBLIN
CTEeHO3

Tpaxeo6poHxuanbHbie
CTEeHO3bl

JlerouHsie
uHcMnNbLTPpaThHI

Fnomepynonedppur

<=
A

CANCA

N

Muanrum/muosunr 1|.|| {Jlll i

ApTtpanrum "lﬂ'

JleMKoOLMTOKNACTUUECKUN
BacCKynur

Monunenponarusa T

® XapaKTepHO BOCMNasieHne HOCa,
OKOJIOHOCOBbIX Ma3yx, pOTOBOﬁ
NOoJ210CTH,

® BO3MOXHO pa3pyLleHmne XpAaLwa u
KOCTHOM TKaHW HOCOBOW Neperopoaku,
opbUTHI;

® HQ PEHTIreHOrpamMmmax Ierkmx
0bHapyKMBAIOTCA Y3E/KMN,
MHPUNBTPATbI UM NONOCTM pacnaaa;

® OTMEYaEeTCA NoPaAXKEHMNE NOYEK —
rnomepynoHedpuT;

® BeAyLWNN ANArHOCTUYECKMIM MEeTO , —
bruoncus (Hekaseo3Hbli
HEeKpPO3+rpaHynema+BacKyauT);

® B CbIBOpPOTKe Kposun y 80-90%
60/bHbIX ONPeaensatTCca aHTUTeNa K
LMTONAa3mMe HemTpodnnoB
LMTONAA3MaTMYECKOro TMNa (aHTUTEeNa
K npoTtenHase 3)




Backynut u ero
«cypporatHbie» Kputepuu

1. BackynanT no gaHHbIM broncmu

2. TnomepynoHedpuT:

remaTypus Uan remaTypmsa B COMETAaHUMU C
NnpoTeUHYpUuen

FMCTONIOrMYECKas KapTUHA GOKaNbHOTO
CErMeHTapHOro MaJIoMMMYHHOTO
rnomepynoHeppuTa c NOAyAyHUAMU

JKCTpapeHaNbHbIN BAaCKYIUT:
KOXHbIN BAaCKyANT

3MUCKNEPUT

MHOX€eCTBEHHbIN MOHOHEBPUT

paHynemartos u ero
«CypporaTHbie» Kputepum

1. ([paHynemaTo3HOE BOocnaneHne npm buoncum

2. UHdunbTpaThbl/y3/1bl B NETKUX:

ctoikme (bonee 1 mec) c pacnagom, obpasoBaHuem
nonocTen u/Mnm cTeHo3NpPYIOLWNIA SHA0BPOHXUT

3. NopaxeHue JIOP-opraHoB uU/u rnas:

nepdopauymsa HoOCOBOM NEPEropoaKU
NECTPYKTUBHbBIA CUHYCUT

NOACKNAA0YHbIN CTEHO3 FOPTAaHU UK TPaxeu
nceBAoTyMOpP OpbuTbI

NOMNOBUAHOE YTO/ILLEHNE CAN3UCTOMN
NPUAATOYHbIX Ma3yx HOCa, MacToMauT
(annTenbHocTbiO HE MeHee 3 mec)







S ———

i
§
3 .
5 .
k )
‘ a
i
4
3
44
o
4
. 7% -
o
[ 2
-
- K
"
L
B At
=
Ry P
s
=
L5
“ A
3 y
¥ T













i







Emotio







[ panynaunmn
noacknago4yHoro
NPOCTpPaHCTBA ropTaHu

icue3HOBeHME
rpaHynauum nocne
ne4vyeHuns
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bbicTponporpeccmpyoLmm
rmomepynoHedput (Il Tnn)




KnaccudgumkaumoHHble Kputepumn
rpaHynemarto3a ¢ nonuaHrumtom (ACR 1990)

BocnaneHme cansncTtom A3Bbl HA C/IM3UCTOM NONOCTM PTa, THONHbIE

HOCOBOW W/ POTOBOM NOAOCTM WV KPOBAHNCTbIE BbIAENEHNA U3 HOCa

MI3meHeHUA B Ierkux npu y3enKn, UHOUNbTPATbl UM NOIOCTU B
PEHTIeHO/I0NM4YeCKOM NErknx
nccnegqoBaHu

I3MeHeHMA MOYeBOro ocaflka  MMKporematypus (>5 spuTpoumnToB B nose
3peHUsA) NN SPUTPOLMUTAPHbBIE LUIUHAPDI

rpa Hyn1emaTo3HOe BOoChnaneHune rPaHyn1ematTo3HOoe BoCrnasieHne B CTEHKeE

MO AAdHHbIM 6I/IOF|C|/||/| apTepnn uan B nepmBacCKynIapHOM 1
IKCTPABACKYNIAPHOM NMPOCTPAHCTBE

Hanwn4yne y 6onbHoro asyx n donee nobbiX KpUTEPUEB NO3BONAET
NOCTaBUTb ANArHO3 C YyBCTBUTENTbHOCTLIO 88% 1 crneumdpunyHocTbi0 92%



®opmebl [T1A — EUVAS/EULAR 2009

e Jlokann3aoBaHHasA — nopaxeHune BEpXHErO UM HUKHEO AblXaTeNbHOMO

TpakTa 6e3 Apyrnx NopaeHn n CUCTEMHOIO BOCNaneHus

e PaHHAA cucTEMHadA — noboe cucteMHoe nopaxeHue 6e3 yrposbl NoTepu

opraHa uium yrpo3bl >KU3HU

* FeHepan M30BAHHAA — nopaxkeHue noyek (kpeatnHnH meHee 500

MKMOnb/N unu 5,5 mMr/gn) n/vnn gpyrux opraHoB C Yrpo30M UX TSXKENOro

noBpexgeHuns

o Tspkenaa — taxenoe nopaxeHue noyek (kpeaTMHUH Gonee 500 MKMONb/N

nunun 5,5 Mmr/an) n/vnn gpyrmx opraHoB ¢ yrpo3on nx HeobpaTMMoro NoBpeXaeHNS

» PedbpakTepHas — nporpecc 6onesHun Ha poHe neverns M3 n LIOA

NB! TepmunH «orpaHnyeHHas dpopma» [T1A Gonblue He pekoMeHO0BaHO
ncnosib3oBaTb nocrne aHanunasa nccnegosaHna WGET ot 2003



NB! *[amaTKa KAMHULUMNCTY!
TeuyeHune [TIA

HeT yeTtkoun csasu mexxay tutpom AHLIA n taxectbto NMA
MosbiweHne TMTpa AHUA morkeT npeasocxmilatb 060oCcTpeHme

Y HeKoTopbIx NauneHToB ¢ [TIA moryT 6biTb BbiiB/ieHbl N-AHLA nan
aHTUTeNna K mmenonepokcmaase

Ona MA XxapaKTepHO «B3pbIBHOE» YXYALIEHNE NOYEYHOU DYHKLUU

B otanume ot CKB, npu dopmuposaHmnm XIMNH mn nposeaeHuu
NPOrpaMmmHoOro remogmanunsa y naumeHtos c [TIA 6one3Hb «HE
BbIrOpaeT» U MOXeT peungnBmpoBaTb

PR3-AHLLA BaCKynUTbl CK/IOHbI K 3aTAXKHOMY TE@YEHUIO N YaCTbIM
peunaneam

*John H. Stone A Clinician’s Pearls and Myths in Rheumatology 2009



Mukpockonnyeckum nosiMaHrmuT
(MUKPOCKOMUYECKNI NONNapTEPUNT)

Muknoc) 'ﬂHKCO

HekpoTUsnpyoLWmnM BaCKynuT, Npu KOTOPOM OMpenensercs
Mario Aerno3nuToB MMMYHHbIX KOMMJIEKCOB (MUNU UX He
onpegensieTcs), ¢ NPEUMYLLLECTBEHHbLIM MOPAXXEHUEM MESTKNX
COCyaoB (T.€e. KanunnapoB, BEHYN uUin aptepuosn). Bo3aMoxHO
Pa3BUTNE HEKPOTU3MPYIOLLLErO apTepumnTta Menkmx uUmnm
cpenHux aptepuin. O4yeHb YacTo BCTPeYaeTcH
HEKPOTU3MPYIOLLNU moMepyrnoHedput. HacTto BCcTpeyaeTcs
NerovHbln Kanunnapur. ['paHynemaro3Hoe BocnarneHme
orcytcTteyeT (CHCC 2012).



IMMAOAEMWNONOTINA

HaunoHanbHaa npenpacnosnoXeHHOCTb

« OTcyTcTBYET

CooTHOLWeHue NonoB, M : X

e =1:1

TUnNUYHbIN BO3pacT, neT

« 5575

3aboneBaeMoCTb, YUCIIO Crly4yaeB B rog Ha 1 MIH YyenoBek
« 3-12 (eBponenckmne cTpaHbl)

PacnpocTtpaHeHHOCTb, YUCNO cny4vyaeB Ha 1 MIH YenoBekK
o



HE NMOPAXAETCH

HE NMOPAXAETCH

JlerouHbie =
uHcMnNbLTPpaThHI

Muanrum/muosmr ill‘rl" .-

ApTtpanrmm

Monunenponarusa T

HE NOPAXAETCHA

| B—

I.l.l_--
'fbH
p-AHLIA

N

JleMKoOLMTOKNACTUUECKUN
BacCKynur

e HE xapaKTepHO BOCMNa/sieHne HOocCa,
OKOJIOHOCOBbIX MNa3yX

® XapPaKTEPHO MopaxKeHne MEeNKux
COCYA0B NErKNX B Pa3BUTUEM
KanunnapuTa, Nero4Horo
KPOBOTEUYEHMA — OAbILIKA, Kallenb,
KPOBOXapPKaHbE;

® Ha PeHTreHorpaMmmax nerkmx
obHapyxunBatoTca HGUAbTPaThbl BE3
NoaIoCcTeun pacnaaa;

® OTMEYaeTcA NoparKeHne noYvek —
BbICTPONPOrPeECCUPYIOLLLMNI
rMomepynoHedpuT;

® BeAyLW NN ANArHOCTUYECKNIA MeToa, —
buoncma (HeKa3eo3HbIN
HEKPO3+BaCKYIUT MaOUMMYHHbIN);

® B CbIBOPOTKe KpoBu y 60-70%
6onbHbIX onpeaensatoTca AHLUA
NepUHyKeapHoro Tmna (aHTuTena K
MUenonepoKkcmaase)




Mpu buoncuu:

MasTlOMMMYHHbIN
NMENKOLNTOKITacCTUYECKNIn
HEKPOTU3NPYIOLLA
BACKynuT



-

MUKPOCKOMUYECKUN NONAHTUNT
« cybpebpunuter

nyprnypa pyK n Hor

apTpanruu

cybHedpoTN4YECKNN CUHAPOM
neroyHasa MesakKoo4vyaroBsas

AncceMnHaumd
* aHTUTENA K MUENTONepoKCHUaa3e «+»












Cnawng npegocTtasneH Hosukosbim 1.,










bbicTponporpeccmpyoLmm
rmomepynoHedput (Il Tnn)




®opmbl TeveHna MINA

* HeT obLwenpuHaTon knaccudukauum tsxkectn MIIA

« [INa KNMHNYECKOW NPaKTUKKU OLEHKa TsxKecTn bonesHn no BVAS
He O4YeHb yOobHa

* YCNOBHO MOXHO BblAeNMNTb TPpU OOpMbl BOnesHu

* YMEPEHHO-IErkoro Te4eHUs: nypnypa/apo3nm KOXu, apTpuUThl,
CEHCOpHasi HeBpOMNaTns, MOYEBO CUHOPOM
o TspKenoro Te4eHUs:. a3Bbl KOXKKU, CEHCO-MOTOPHasa HeBponaTtus,

HedPOTNYECKNN CUHOPOM, JIErOYHbIE MHPUNLTPATLI, FreMoppParnyecknm

SHTEPUT

e JIero4Ho-no4Ye4yHbI CUHOPOM: remopparuyeckuii anbseonuTt+brMNrH



NB! *MamATKa KAnMHMUmCTy!
TeyeHne MIA

 [INNTENbHO MOXXET MMUTUPOBATb «A0OPOKAYECTBEHHbIEY
KOXHbl€ BAaCKY/IUTbI: IgA-BaCKy/IUT, KPMOINOBYyANHEMUYECKNI
BACKY/IUT, I'VII'IEp‘—IVBCTBVITEJ‘IbeIVI BACKYJ/IUT N APpP.

* [lopakeHune JIOP-opraHos HE 6biBaeT npu MIA n aaxe
NpPU BbIABNEHUN aHTUTEN K MMENONEPOKCNAA3E Mbl
pacueHuBaem Takmnx 60sbHbIX Kak [TIA

* AHTUTena K mmenonepokcungase nam n-AHLA yacto
ObIBAOT NPU NEYEHUN NPONUATUOYPALNIOM;, NHOTAA NPU
Tepannun aniIonypuHOAOM, 1IeBaMU30/1I0M, TMAPaANA3ZUHOM

*John H. Stone A Clinician’s Pearls and Myths in Rheumatology 2009



JO03NHO(UINBbHbLIN rPaHynemMaTo3 € NoSIMaHrIMNTOM
(ONMA; cnugpom Yepra-Ctpaycc)

Jacob ~I'~'.§‘};Churg

boratoe 303nHOUNaMn U HEKPOTU3UPYIOLLIEE
rpaHynemMaTto3HOe BocnaneHue 4acTo C nopaKeHnem
OblXaTeNbHbIX NyTEU U HEKPOTU3UPYIOLLIMW BACKYIUT C
NnpenMyLLeCTBEHHbLIM NOPaXeHNeM MeSKUX U cpegHnX
COCYyO0B, acCOLUMMPOBaHHbIE C DPOHXMANIbHON aCTMOW
n 3o3nHopunmen. AHLIA valle onpegenatoTca npu
Hanu4nm rmomepynoHedgputa (CHCC 2012).



IMMAOAEMWNONOTINA

HaunoHanbHaa npenpacnosnoXeHHOCTb

« OTcyTcTBYET

CooTHOLWeHue NonoB, M : X

o =1:1

TUnNUYHbIN BO3pacT, neT

« 30-50

3aboneBaeMoCTb, YUCIIO Crly4yaeB B rog Ha 1 MIH YyenoBek
* 0,5-3 (eBponenckue cTpaHhbl)

PacnpocTtpaHeHHOCTb, YUCNO cny4vyaeB Ha 1 MIH YenoBekK
* 0,13 (Hopserus)



JlerouHbie
uHpunbTpaThbl

UHTepcTMUManbHbIA
HedpuT

.'..
K

Ea&ing-
phian

,

Mypnypa =

303uHO(UNbHBIN
racTpoaHepur

Muanrum

ApTtpanrvm

Ko>xHble y3nbl

HeKpo3bl KOXu

* OTATOIIIEHHBIN aAAeprozxoqueCKHfI
armaMHe3 (PHHHT, ITIOAATHO3);

* OpoHXHaABbHAA aCTMa (C HAYAAOM
BACKYAUTA BEIPAKEHHOCTD CHIKACTCA);

* 503THOPUANA (JBEAHIECHHIE COACPKAHUA
s03uHOPUAOB 10-90%0);

® YaCTO MOPAKEHUE CEPALIA (TIEpH- U
MHIOKAPAHNT)

® 4aCTO IOpakKaeTCA HeprudepudecKkas
HEPBHAA CHCTEMA;

® IIPH PEHTIEHOAOTHYECKOM MCCACAOBAHIH
OOHAPYKUBAFOTCA ACTyIHE WH(MUABTPATHL B

ACTKHX;

* B ceIBOpOTKE KpoBH § 40-50% BEIABAAIOTCA
AHIIAnepuHyKACAPHOTO THIIA (AHTUTEAA K
MHEAOIIEPOKCHIAA3E)

* AMATHOCTUYECKUUN METOA — OMOTICUA
(BHECOCYAUCTEIE CKOITACHUS
503THOPUAOBErpaHyAEMEL).






OPO3NBHO-A3BEHHbLIE NOPaXeHne pasrnbaTeribHOM NOBEPXHOCTU NTOKTEN



Q03U HOC*)I/IJ'IbHaﬂ MHTEPCTUUUNaribHad NHEBMOHNA






KnaccudmkaumoHHble KpUtepun 303MHOPUNBHOrO
rpaHynemaro3a ¢ nonuaHrumtom (ACR 1990)
bpoHXManbHaAa actma

Jo3nHoduana > 10%

MOHOHEBpOI’IaTMﬂ UIN NONNHEBPOMNATUA

«JleTyumne» nerovyHble MHPUNLTPATDI

N3meHeHne OKONOHOCOBbIX NAa3yX

CkonneHune 303nHopunI0B
3KCTPaBaCKYyAAPHO NO AaHHbIM Buoncum

Hanunuue y 6onbHOro yetblpex v boree nodbiX KpUTEPUEB NO3BONSET
NOCTaBUTb ANArHO3 C YyBCTBUTESTIbHOCTLIO 85% 1 crneumdmnyHocTbio 99,7%



dopmbl TeveHusa Il TIA

* HeT obwenpuHaTon knaccudpukaumm tsxectn MI1A

 [Ina BOnNbLUMHCTBA NALMEHTOB XapakTEpHO
nobpokayecTBeHHOE TeyeHue BoresHn, korga Ha nepBbiv nnaH
BbIXOOAT CEHCO-MOTOpPHbIe HapyLlleHUsa B paMKax BacKynuTa

nepudepmnyeckon HEPBHOU CUCTEMDI



NB! *[MamAaTKa KAUMHULUMNCTY!
TeyeHune IITIA

* [laKe nocne Hayana akTUBHOM MMMYHOCYNPECCUBHOWM
Tepanunn B TeYeHne mecaL.a MoryT BO3SHUKHYTb CEHCO-
MOTOPHbIE HEBPUTbI B pe3y/sibTaTe MHPAPKTOB HEPBHbIX

CTBOZ10B B paMKax BaCKy/MTa nepmdepnuyeckomn HepBHOM
CUCTEMDI

* [lpn cCOXpaHEHUN CTONKOW 303MHOPUNINN Ha POHE
aleKBaTHOWU MHAYKUMOHHOW MMMYHOCYNPECCUBHOM
Tepannm — NCKAKYUTb remaToiorm4yeckme 3aboneBaHus
KaK MMeIONAHOro, Tak U AMMPOUAHOIo POCTKa!

— AHanu3 Kposu Ha FIP1L1/PDGFRA

— AHaNU3 KPOBM HA KNOHaNbHOCTb T-KnetoyHoro peuentopa (TCR)

*John H. Stone A Clinician’s Pearls and Myths in Rheumatology 2009



UHAYKUMA pemuccum BSR 2014
TOJIbKO KOMBUHMPOBaHHaA Tepanus! Can VaS 2015

Yrpoxkawouiee nopakeHue

Ba)XHbIX OpraHoB/>XU3HU
KpeaTuHuH > 500 mKkmonb/n

[o6aButb nnasmadepes

Noapepxusarouwan Tepanus

bes3 BoBneueHUA XU3HEHHO
BaXKHbIX OPraHoB unm 0 ny

PaccmotpeTtb

Ha3Ha4YeHune
MT/MM®

Mepesectn Ha A3A uan MT Mpopgonkutb PTM*
MocTeneHHO CHU3UTL Fl'loc1'ene|-||-|o CHU3uTL K
MocTeneHHo cHU3UTL OTmeHutb PTM AAB — AHLIA-accoummnpoBaHHbie

A3A van MT; TK BaCKynuThl
A3A - azaTtnonpuH

'K — rntokokopTMkOnabl
MM® — mukodeHonata MmodeTus
PTM — putykcnmab

PeMUCCUA LI®A — umknodocdammng




JleyeHmne nero4yHo-no4Ye4YHoro CUHAPOMa

(remopparnyecknu anoseonut+bll1lMH)
HEeT MeXOyHapoaHbIX pekomeHaauumn!

MeTunnpegHM30noH B/B KanesibHO (He npeaHn3oroH!): «nynbc-tepanua» 3-5
aHen no 1000 mr

[MpeaHunsonoH 1 mr/kr BHYTpb; Ao 60 (80 mr) cyT (cTapTt cpasy nocne
METUNNPEOHMN30MTOHOBOIO «MNyrnbcax!); B BbICOKOM O03e npuHumaTth 2-4 Hegenu!!!
Linknodocdamua («Linknodocdan», «dHa0KCaH» ) MakcumanbHas 4O3MpoBKa

ncxonqa n3s PyHKUMM noyek (Kypc 3-6 mecsues)
— pexum «CYCLOPS» 1 pa3 B 2 Hegerm B/B kanensHo 800-1200 mr Ne3, 3aTtem nepentu

Ha 1 pas B 3 Hegenu gnurensHo (3-6 mecaueB)
NI
— BHYTpb NMo 100-200 Mr/cyTkM B 3aBUCUMOCTU OT PYHKLUUKN NoYekK (3-6 mecaueB)

AHTNGaKTepmanbHble npenapaTtbl LUMPOKOIo crekTpa (C y4eToM rocnuTtanbHON
NHEKLMN B MEAULIMHCKOM LIEHTPE)

[Tpy BO3MOXHOCTM 06CyanTb NPUMEHEHNE:

* Nnasmadgoepes exxeHEBHO UK Yepes CYTKK, yaansas He meHee 1 ob6bema
LMPKYNuUpyloLen nnasmel; He MeHee 5 ceaHcoB (Bcerga npu aHTu-bMK ©6onesHn)
* B/B Yyenosevecknn ummyHornodynuH no 0,3-0,5 r Ha 1 Kr Mmaccbl Tena; Kypc He
MeHee 5 OHeN



IleyeHune reHepann3oBaHHbLIX UNMKX TSXenbIX opm
[T1A n Taxenoro tedeHns MINA c LLIOA
EULAR 2009; BSR 2014; CanVas2015

* MeTVIJ'II'IpeLI,HVI3OJ'IOH B/B KanesibHO (Ha ycMoTpeHue neyatlero Bpayal)
— «nynbc-tepanusa» 1-3 gHsa B/B kanenbHo rno 250-500 mr (BSR 2014)

* [1pegHn3onoH BHYTpb — ctapT ¢ 1 Mmr/kr (go 60 mr B cyT)
— BbICOKME O03MPOBKU aepxaTb 1-2 Heaenu; ganee bbicTpoe
CHUXeHue — 3a 3 Mecsua CcHM3UTL ¢ 60 mr/cyT go 15 mr/cyt

* Linknopocdamug («Lnknodocdan», «9HOOKCaH»)
— pexum «CYCLOPS» 1 pa3s B 2 Hegenu B/B KarnernbHo 800-1200 mr

Ne3, 3atem nepentn Ha 1 pa3 B 3 Hegenu AnnTencHo (3-6 mecsueB)
NI

— BHYTpPb No 100-200 Mr/cyTKn B 3aBUCUMOCTU OT PYHKLIUM NOYEK
(3-6 mecsueB)



Linknogpocdammg B 3aBUCUMOCTU OT PYHKLIMX NOYEK
npotokon CYCLOPS

KpeaTUHuH KpeaTUHuH
BO3PACT < 300 mKmonb/n > 300 MKmonb/n

< 60 net 15 mr/Kr/nynbc 12,5 mr/Kr/nynbc
(He 6onee 1200 mr)

60-70 net 12,5 mr/Kr/nynbc 10 mr/Kr/nynbc

> 70 net 10 mr/Kr/nynbc 7,5 mr/Kr/nynbc
(amanuns)

NB! U®PA BbiMbIiBaeTca npu agnanuse! [MnaHoBoe HasHadeHne LIPA yTpom oo gmanusa —
pacyeTHas go3a; Bedepom nocrie gnanmnsa 50% ot yTpenHen fo3bl! (Haubitz et al. 2002).



YacToTa peunanBoB rpaHynemaro3sa BereHepa u MH(peKLUMOHHbIX

OCJI0OXKHEHUN B 3aBUCUMOCTU OT KyMYnATUBHOM A03bl LUPA (n=67)
KnumeHko C.B.; knuHuka uMm. E.M.TapeeBa

= peunauBsl B

MH(peKLUMOHHbIe OCNOXHEHUA

75%
70% 1%

64%
50%
33% 36%
- 29%
299,22% 2%
149
% B10%

% OONbHbIX

BSR 2014 KyMynATUBHas ao3a Ll®A, mr IeTanbHble BTOPUYHbIE
Ao 25 r/kypc NeKapCTBEHHbIe OCIIOXHEHUS



Aytoncus 6onbHou Ke63iheT, Mai1 2005

\ b s y J R 4
‘ ' \ 3 - & g g,
i J € o L W L : ). 1 't I
. 5 o i . X #* i 3 1 N, % 4 i p 14
4 ¥ L Ry 4 1
! 1 i ) ¥ 3 A g T x m o “ PN

lemopparnyeckum (“akKponenHoBbIN’) LUCTUT
lMpodmnakTnka npenaparamm ypomMmuTeKcaHa



[TpodpmnakTuka ypommtekcaHom («MecHa»)
BSR 2014

* B/B UHPY3MA

— 20% «MecHa» oT Ao3bl LUDA; pa3butb Ha Tpu
BBeaeHunA: 3a 30 mmH ao UPA; yepes 2-4 yaca nocne
LIPA; yepes 6-8 yacos nocne LIOA

* BHYTpb

— 40% «MecHa» oT A03bl LUPA; pa3butb Ha Tpu
BBeAeHuA: 3a 2 Yaca go UPA; yepes 2-4 yaca nocne
LIPA; yepes 6-8 yacos nocne LIOA



BTopniHaa nHpekumua
Pneumocystis carinii (jiroveci)

* CynbdpameTokcaszon+Tpumetonpum («baktpumy,
«bncenton») exxegHesHo no 480 mr nam Tpu pasa B
Heaento no 960 mr

* AnbTepHaTtuBa: gancoH («JancoH ¢aton») no 100
Mr/CYTKU;

* [INNTenbHOCTb NeYeHna — UHAYKUMNA PEMUCCUU NN
npu goctmxeHun bonee 300 CD4* T-
MMMPOoLUTOB/ MK



JleyeHune reHepanmsoBaHHbIX/TaxKenbix dopm MA n
TAXKenoro tedeHmna MIA ¢ putykcumabom (BSR 2014)

MHOYKUNA PEMCCUI (obLienpuHATLIN MPOTOKOI)

* Putykcumab 2000-3000 mr
o no 500 mr (375 mr/m2) B 4 nHdy3um ¢ MHTepBanom B 7 AHEN
Uin
o no 1000 mr B 2 BBEeAeHnsa ¢ nHtepsanom B 14 gHen

N=197) NEJM, 2010 15; 363(3):221-232
N=40) NEJM, 2010 15; 363(3):211-220

NOoAAEPXAHUE PEMWNCCHUW (skcnepumeHT)

* Putykcnmad 500-1000 Mr — noBTOpHbIN Kypc - Kaxable 4-6 Mecaues

n=115
N Engl J Med 2014;371:1771-80
n=160
TekyLlee nccriegoBaHme



[Mepexop, ¢ uMknopochammaa Ha PUTYKCMMAD
(npotokon MAINRITSAN*)

* Unknodocpamua 8/B KanenbHo 0,6 r/m2
Kaxkable 2 Heaenu Ne3, 3atem 0,7 r/m2 KaxKable 3
Heaenn Ne3-6

* Yepes3 mecau nocne nocneaHen MHPy3um
umnknodpochdammaa putykcumad no 500 mr 8/B
KanenbHO C MHTepBasom B 14 aHeun

e lanee putykcumab no 500 mr Kaxkable 6
mecaLeB

*N EnglJ Med 2014;371:1771-80



PekomeHgaunn NICE 2014

Nno pPpaunNOHa/IbHOMY UCMOJZIb3OBAHUIO pMTyKCI/IN\a6a

npu Taxenoix opmax MA n MIMA

DA NpoTMBOMNOKAa3aH WUAKU NJOXO NepeHoCUTCH

peBbllleéHa MaKCUMAJIbHAA RYMYJIATUBHAA 034
DA

eadpdeKkTnBHOCTb LIDA B TeueHune 3-6 mecaues

NaHNpyeTca AeTopoXaeHue B banKanem

byaywem (akTyanbHO ana oboux nonaos)

Heonna3sna mo4vyeBoro TPAKTAd B dHaMHeE3e



NB! *[amAaTKa KAMHULUMNCTY!
JNTEYEHWUE putyKCcnmabom

Npu cHuxkeHun IgG <4 r/n (5-6 r/n) U HaANMUYUN UHPEKLUMNOHHbIX
OC/IOYKHEHUIM — ONONHUTENbHbIE MHDY3NKM YenoBeveckoro B/B
MMMYHOI/100yIMHa

CKpUHUHT Ha renaTtut B (HBsAg; HbCorAb cymm.; HBsAD)

— HBsAg «+» — 3HTeKaBup unun teHodoBup 6-12 mecAaue

— HBsAg «-»; HbCorAb cymm «+» — nammByaunH 6-12 mecsues
— HBsAg «-»; HbCorAb cymm. «-»; HBsAb «-» — BakuuHauus

NHamBuayanbHbi noabop nHTepsana (6-18 mecaues)™
nogaepKMBatoLWen A03UPOBKU PUTYKCMMaba Ha OCHOBAHMUMN:
— Peunamns B-numpoumnto CD19+ (B ntobom Konmnyectse!)

— 2-X KpaTHbIX pocT TuTpa AHLA

* MNpotokon MAINRITSAN 2



JleueHue (EULAR 2009; BSR 2014; CanVas2015):

nokanusoBaHHas/paHHAA cucteMHaa doopma [TIA;
ymepeHHo-rerkme dgopmol MIMA

* IHOYyKUMSA pemMuccum
— MeTtoTtpekcat 20-25 (30) mr/Hegeng
— MukodeHonaTta modetun («Cenncent») 2-3 r/cyT

 [logoepxaHune pemmccumn
— MwukodreHonata mopetun («Cenncent») 1-2 r/cyt
— MeToTpekcat 10-15 mr/Hepgens
— AsatnonpuH 2 Mr/kr B cyT



JleueHune Ol TIA

(EULAR 2009; EGPA consensus 2015)

* B 70% cny4yaeB adodpekTnBHa MOHOTEpPanus
npeaHu3onioHoM 40-60 mr/cyTkn BHYTPb

* LlenecoobpasHoCTb NpoBeAeHUs «MyrbC-Tepanumy» Unu
NPUCOEANHEHNE LMUTOCTATUKOB OBOCYyKOaeTcs npu

KITMHUYECKON HeobXoauMOCTU

NB! Putykcumab npm 3l TIA — off-label* !

* Mohammad AJ et al. 2003-2013 rr. (41 nauunent) Ann Rheum Dis 2014;0:1-6

* Novikov P., Moiseev S., Smitienko |., Zagvozdkinaa E
Rituximab as induction therapy in relapsing eosinophilic granulomatosis with polyangiitis:
a retrospective case series (6 naunenTtos) Joint Bone Spine 2015 online

EGPA consensus 2015: Putykcumab npu 3IMTIA (AHUA+) ¢ nopakeHnem noyek unm npu pedpakrepHom TedeHum


http://dx.doi.org/10.1016/j.ejim.2015.04.022

[MTpoAONKUTENBHOCTD UMMYHOCYNPECCUBHOM
Tepanun AHLLA-BackynnTtos

* ba3oBada Tepanma: 5-10 mr N3 (+ npw
HeobxoammocTu HM3Kue ao3bl ASA nam MT) oo 18-
24 mecaues (EULAR 2009; BSR 2014; CanVas 2015)

* [lpn coxpaHeHnn AHUA«+» y naumeHTa c ITIA

NPOAONKUTENBHOCTb HEMNPEPBLIBHOMN TEPANUN HE
meHee 5 net (BSR 2014)

* [MoppeprkmuBatoLwas Tepanma puTykcumabom no
1000 mr Kaxablie 4-6 mecauesB He meHee 2 neT (BSR
2014)



LLlaaAaulaa cxema tepanun
AHLIA-BacKkynnToB y anu ctaplie 65 ner

* [lpeaHU30/10H — cTapT € 60 Mr/CyTKM — OTMEeHa B
TeyeHue 9 mecaues!

* Linknodocpamma no 500 mr B/ Ne3 ¢
MHTepBasiom B 2 Heaenun, N23 c MHTepBa/ioM B 3
Heaenu

* [MogaepkmnBatoLLAA TEPANMNA a3aTUONPUHOM NN

MEeTOTPEeKcaToOM BMeCTO UuKnopochammaa B
TeyeHune 18 mecaues

Pagnoux, Christian, Quemeneur, Thomas, Ninet, Jacques, Perrodeau, Elodie, Diot, Elizabeth, Kyndt, Xawvier, et al
Treatment of Systemic Necrotizing Vasculitides in Patients 65 Years Old: Results of the Multicenter Randomized Cortage Trial.
Arthritis Rheum 2012;64 Suppl 10 :1656



[ToKa3aHuA K nnasmadpepesy
npu AHUA-BacKyantax

 AHUA«+» BbICTpONpOrpeccnpytoLimi

rnomepynoHedpuT, KpeaTuHUH > 250-500 mKmonb/n;
nccnepgosaHme MEPEX (EULAR 2009; BSR 2014)

* Jlero4Ho-no4Ye4yHblt CUHAPOM (MHeHMe aBTopa)

* Hanunume sbicoknx Tutpos AHLIA v BbiABNEeHMEe aHTUTEN
K 6a3anbHo membpaHe KnyboukoB (aHTUTENA K BMK

BcTpeyatorcs Ao 10% y AHUA«+» naumeHToB!) (MHeHue
aBTOpAa)



[Tnasamadpepes (npotokon MEPEX)

* yepes CyTKWU; Bcero 7 ceaHCoOB
* ynaneHue oobvema nnasmbl 40-60 mn/kr (3-4 n)
* BO3MeLleHne obbema 5% p-pom anboOymuHa

yoarneHuve
/\ nna3ma/an5=6yMMH/cb n3.p-p




BeujecTsa, i JINOHM b eex
BbiXoAsuMe . ,
3 Kanunnspa

JBOWHON MeMOpaHHbIN Nna3madepes
(AMIM®) nnm kackagHasa counbTpaumua nnasmbl e

DuGpuHOreH f
% &

PuneTp AnA
KackagHou hunbsTpaumm
nnasmbl

dunbTpbl NpeacTaBnAT U3 cebsa NNacTUKOBbLIN LMNUHAP,
BHYTPWU KOTOPOro Haxo4UTCA MHOTO Kanunnspos,

No KOTOpbIM TeueT nnasma. CTEHKM KanunnAapoB COCTOAT
13 MembpaHbl, B KOTOPOM MMEETCA MHOIO OTBEPCTUNA.

Yepes HMX nnasma BbIXOAUT U3 Kanunnapos
U BO3BpaLLaeTca NnayneHTy.

Monekynbl, He NpollefLlune Yepes oTBEpCTUE
MemBpaHbl, OCcTalTCA B Kanunnsape.

2 MembpaHa cdunbTpos

g MOXET UMETb OTBEPCTUA

4 BenuuunHoun 10, 20, 30 HMm.
COOTBETCTBEHHO, YEM MEHbLLE

BENUYMHA 3TUX OTBEpPCTUN, TeM Bonblue

MOIEKYI MOXET ObiTb OTCEAHO.

B 3aBucuMMocTU OT BENUYMHBI Nop hunsTpbI

ObIBalOT HECKONbKUX BUAOB.

Hanpumep cdunbtp ¢ nopamu 30 HM Ucnonb3yeTcs ANA
yoaneHus xonectepuHa, hubpuHoreHa,

Bupycoe. A unetp ¢ BenudymHou nop 10 HM NpeaHasHadeH
ewle u gns yaaneHus aytoantuten, LUK,
KpuornobynuHos u ap.




[Tnasmadbepes n putykcnmab
(npotokon PEXIVAS)

/ npouenyp nnasmadgepesa Yepes CyTKU + WHTepBan Mexy BEEnEHNEM
( A \ PTM n nnasmadoepesa 48 4acos
* 2 Hgy3um PTU nocrne okoH4YaHusA
nnasmadepesa
lerb 1 feHb 7 Hexb 14 HeHb 21

|

Putykcumab 375 mr/m2 Ne4



NB! *MamaTka KAMHUUMUCTY!
JNNEHEHUE AHLLA-Backynuntos

Bce naumeHTbl ¢ IMA ponKHbl HabntogatTbca JIOPom

PedpaKkTrepHoe TedyeHmne neroyHom dopmobl IMA pacueHmnBaTb KaK
ONNOPTYHUCTUYECKYIO MHDEKLMIO MOKA He byaeT A0Ka3aHo obpaTHoeE

Nlenkonenuna HE uenb npu HAYKUMK pemmnccum LLOA

BO3MOHbI OTCPOYEHHOE Pa3BUTUE arpaHyIoLUTO3a nocne 3ameHbl LUPA
Ha ASAuam MT 1 CHMXeHnn o3bl NpeagHNU3010Ha

PeTpoopbutanbHbie rpaHysnemsl, Kak n rpaHynembl UHC, moryTt 6biTb
pedppaKkTeEPHbIMU K NPOBOANMOWN TEPANUU

MT MOXeT noTeHUMpoBaTb AencTBmne bmucentonal

MT He »kenaTeneH npu KpeatuHuHe > 1,5 mr/an (130 mkmonb/n);
MT npoTMBONOKasaH Npu KpeatuHuHe > 2,0 mr/gn (170 mkmonb/n);

A3aTUONPUH HE COYETATb C aIJIONYPUHOIOM— BO3MOXKEH arpaHyioumtos!
BnoKkaTopbl NEMKOTPUEHOBBIX PELLENTOPOB MOXKHO MCNOAb30BaTh Npu IITIA
[MhaHoBble BakuMHauum HE obocTpatoT BacKyauT

*John H. Stone A Clinician’s Pearls and Myths in Rheumatology 2009



BAKLUIMHALIMA (BSR 2014)
10 Ui BO BPEMA MMMYHOCYINPECCUBHOTO JIEMEHUA

—[potne nHeBMOKOKKa («[MTHEBMO 23»)

—MpoTtms rpunna («Bakcurpmn»)

—[1poTnB renatuta B («3HAXKEPUKCY)



[1porHo3 nauneHToB ¢ AHLIA-Backynutamu
TpPaanunoHHOE MMMYHOCYIpECCNBHOE J1IEHEHUE

PELINAMBbLI (WEGENT) BLDKMBAEMOCTb (1995-2002)

Azathioprine Methotrexate

v
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3 roga ~ 50% peunansos 5-neTHasa

Patient survival probability
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3 4 5 6 7 B8 9
Years from randomisation
367 331 278 215 165

Months since Randomization

Number at risk
535 435

Pagnoux C et al. Flossmann O. et al.
Azathioprine or Methotrexate Maintenance for ANCA-Associated Vasculitis Long-term patient survival in ANCA-associatedVasculitis
N Engl J Med 2008;359:2790-2803 Ann Rheum Dis 2011;70:488-494



[lporHo3 nauneHToB ¢ AHLIA-Backynutamum
npu nogaepXxuBatoLlen Tepanmum puTykcnumaoom

no 1000 mr kaxxable 4 mecsua
(172 nauweHTa; 7 net HabnogeHun; sodpacTt = 60 ner)*

PELINOMBGI BbDXKNBAEMOCTb

5 net ~ 20% peungneos
5-neTHas
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Time from start of remission maintenance therapy (years)

* Pendergraft et al. Continuous B-Cell Depletion in ANCA Clin J Am Soc Nephrol 9: 736-744, April, 2014



[TporHo3 3 TIA

* AcTopnyeckn Hanbornee bnaronpuATHbIM NPOrHO3 N3 BCEX
AHLIA-accounnpoBaHHbix BackynutoB (AAB).

* 10-NeTHAA BbPKMBAEMOCTb MOYTU HE OTNn4aeTcs ot
NONyNAUNOHHLIX 3Ha4YeHnn (89%)*

* OCHOBHbIE MPUYNHbI CMEPTU HA paHHEN cTagun OonesHu:
nopakeHne cepaua v Kenyago4HO-KULLIEYHOro TpakTa

* Ann Rheum Dis. 2013;72(6):1011.



ITIETPOBCKUE BOPOTA
MEJIULIMHCKUM LIEHTP

CmutneHko Mnba Onerosmy
8-903-205-11-25
vasculitis@mail.ru
www.vasculitis.ru

www.petrovkamed.ru



