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NMOPAXEHWE NMOYEK NPU CUCTEMHOMN KPACHOWN BOJIYAHKE

BonyaHouHbI HepUT:

| Knacc - MMHUManbHbIK Me3aHrManbHbI BH
Il knacc - me3aHrnonponudepaTmeHbin BH
Ill knacc - oyaroBbii NnponudepaTmeHbI BH

IV knacc - anddy3Hbin nponngepatneHbii BH

V knacc - membpaHo3Hbin BH

VI knacc - ckneposupyrowmn BH

BOJIYAHOYHAA noaoumTonaTmnsa (MoxeT BCcTpeyaTbca npu knacce I/11 BH)
KombuHauma knacca V c knaccowm IlI/IV

Backynuto-nopobHble n3aMeHeHUs (CerMeHTapHble HeKpoTulnpywuwme npu knacce l/1V)

MMMYHOKOMM/IEKCHbIM UHTEPCTULUANBHBIN HepUT

BTOpUUHBIN peTponepUToHeanbHbI HUbpo3

TpoMmboTnueckasa mnkpoaHruonatus (A®C, TTI1), BonyaHOYHAA BacKynonaTus




ATkSm 0,0-25,0 Eafmn C3c L[I,1 9 0.91.8r/n
ATk ScH70 0.0-25.0 Eqivn c4  [0029 01-04r/n
AT k RNP-70 0.0-25.0 Eg/mn MpoKansUWTOHWHOBLIA TeC < 0,10 HrfMA
AHTU LEHTPOM A 0,0-10,0 Eajmn ANCA screen <1.0
AT k dsDNA »300 =
0,0-20,8 Eg/mn ANA screen -
AT k~-Jo-1 0.0-25.0 Egfmn _ BOEE
—— ' 0,0-5,0
AT krn mMyc (ASMA) oTp RANCAIAT R MPO Exipn
E—— & ,0-5,0
AT KA xen (ATIX) o1p PANCARSTRPFS i
ths) 0,0-10,0 Eg/mn
ATk LKM-1 oTp
AT k A MUOKapSE oTp AT Kk 683, MeMB,KNYB.NoYKK I: 0,0-20,0 EaMn
AT Kk MUTOXOHAR. (AMA-M2) 0.0-10,0 Ea/mn
MapartropMoH 15,0-65,0 nrfMn
AT K UMPKYNHYKNEOCE, 0,0-20,0 Eg/mn
Burariin D3-25/0H >30.0 Hrimn BHTUTENA K TUCTOHEM 0,0-40,0 Egyrn
AHTHTeNa K SLALP <120ME/Ma  aHTWTeRa K MCV | 0,0-20,0 Eafmn
AHTHTEna Kk LC1 <12,0 MEfmn aHTUTEna K Clg 0.0-10,0 Eafmn

AHTUHUKN AT (Hep-2) 1/1280 h+sp _ <1/180










KpynHbie cocyabl (LVV)

ApTtepunt Takasacy (TAC)

[Mrantokneto4yHbin aptepmuunt (GCA)

CpeaHue cocyabl (MVV)

Y3enkoBbit nonunaptepunt (PAN)

Bone3Hb KaBacaku (KD)

Menkue cocyabl (SVV)

AHUA-accounnpoBaHHble BackyiuTbl (AAV)

Mukpockonmnyeckun nonnaHrmmt (MPA)

'paHynemaTo3 ¢ nonvaHrnntom (BereHepa) (GPA)

J03MHOMUIbHBIN FpaHynemaTo3 ¢ nonnanrunTom (Mapra-Crpocc)
(EGPA)

MMMyHOKOMI'Il'IEKCHbIe BACKYJ/IUTbl MEJIKNX COCY OB

AHTU-TBM 6one3Hb (Myanacuepa)

KpnornobynmHnemumyeckmn sackynut (CV)

IgA-BackynuT (FfeHox-LWeHnanHa) (IgAV)

[MNnoKoMnaeMeHTeEMUYECKUN YPTUKApPHbIN Backynut (HUV) (aHTu-
Clg-Backynur)




NMOPAXEHUME NMOYEK NMPU CUCTEMHbIX BACKYJIUTAX
- AHLIA-accoummpoBaHHbIe BACKYNUTbI:
rpaHynemMmaTo3 BereHepa /MoO/IMAHIMUT C FPAHY/1I€eMATO30M

MQJIOMMMYHHbIN O4aroBbIN N CEFMEHTAPHbIN HEKPOTU3Mpytowmn M

MaJIOMMMYHHbIN NONYNYHHbIN (3KCTpakanunnapHoin) MNH
MUKpockonuyeckn nonnaHrnut (MIMA)

Ma/IOMMMYHHbIA OYaroBbI U CErMeHTapPHbIN HeKpoTU3upyowmni N

MaNOMMMYHHbIV MONYAYHHbIN (3KCTPakanuanapHsein) MH
cnHapoM Yapra-CTpocc/303UMHOGUALHBIN MOJIMAHTMNT C FPaHY/IEMATO30M

MQJIOMMMYHHbIN O4aroBbIN U CEFrMEHTApPHbIN HEKPOTU3Mpytowmn M

Ma/IOMMMYHHbIA NONYNIYHHbIW (3KCTpakanunnapHoin) M
BTOpunuHbIN peTponepuToHeanbHbI GnbpPo3 (MOXeT BCTpeyaThcsa npu Bcex popmax ANCA-

aCCOLMNPOBAHHbIX BACKY/IUTOB)

ANCA B kKpoBu y nauueHToB ¢ AAB
PR3- ANCA MPO- ANCA HeT ANCA

) 25 5

MIMA (/) 40 50 10
C-M Yapra-Crpocc (%) 10 60 30










JKCTpakanuanapHoli aHTUIbBM-HedbpuT

JKCTpakanuanapHeii N'H ¢ nepekpecTHbIM CUHAPOMOM:
aHTU-FBM/ANCA

Goodpasture

o3, Tun IV

o4, TmnlVv

I a5, TMni1Vv I










NMOPAXEHWME MOYEK MNMPU CUCTEMHbIX BACKYJINTAX

Femopparuyecknn Backynut (nypnypa NeHox-LleHnenHa):
- Me3lNrH (IgA-HedponaTms)

- Anddy3HbIn nponndepaTMBHbIN MMMYHOKOMNAEKCHbIK (IgA) TH

- MMMyHOKOMMNEKCHbIN (IgA) nonynyHHbIA (3KCTpakanuanapHoin) M

nMMyHokoMmnaekcHbin (IgA) T’H ¢ ucxogom B ¢CIC
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NOPAXEHWE MNMOYEK INMPU CUCTEMHbBIX BACKYJINTAX

KpnornobynunHemunuyeckuin Backynut (KIB), yawe Bcero accouuunpoBaH ¢ HCV-unopekumen:

KpuornobynuHemunuyeckuin '’H (MMIrH ¢ peno3sntamu IgM n C-3)

MMMYHOKOMMIEKCHbIN MONYNYHHbIN (3KCTpakanunnapHein) NH ¢ genosutamm IgM n C-3

Twun Kpno- Ig KOMMNOHEeHTbI 3aboneBaHus
rnobynnHemuu
| (10-15%) igM, G, A, MOHOKNOHANbHbBIN JiumdponponudepaTtmeHbie
Benok beHc Kr (MM, XJI1/HXN,
I>xoHca 6one3Hb BanbpeHcTpema
Il (50-60%) IgM-IgG CMewaHHble KI' ¢ AyTonMmyHHble (CKB, CLL)
IgG-IgG MOHOK/I0Ha/1IbHbIM UHdekunoHHble (B3b, HCV
IgA-IgG KOMMOHEHTOM nap.)
«3CCeHUMaNbHanA»
Il (25-30%) IgM-IgG CMeLuaHHbIN KpuornobynnHemus

IgM-1gG-IgA

NOJINKNOHA/IbHbIN KI

O6bnapaloT akT. PO










NOPAXEHWE NMOYEK NMPU CUCTEMHbBIX BACKYJINTAX

'MnokomnnemeHTeMuyeckmun yptukapHoinn sackyaunt (HUV) (aHtn-C1qg-Backynur)




AHtTutena k C1g>100 Eg/mn




NOPAXEHWE MNMOYEK INMPU CUCTEMHbBIX BACKYJINTAX

Y3e/KOBbIA NONUAPTEPUNT

TpaHcMypanbHbI GUBPUHOUAHBIN HEKPO3 MOYEYHbIX APTEPUNA, UHTEPSIOBYNAPHbIX,
NHTepNobapHLIX W AYrOBbIX apTEPUI NOYEK, B T.4. C 06pa30oBaHNEM NCEBAOAHEBPU3M —

apTepuanbHas runepTeH3uns, TPoMb603bl, KPOBOTEUEHUS

Hecneuuduueckuit aoptoaptepumnT (apTepuunT Takaacy) U rMraHTOKNETOYHbIA apTePUUT
C nopaxeHneM MoYeyHbIX apTepun

Me3llr'H, MIMMH, 3KrH

BTOpuWUHbIN peTponepuToHeanbHbin hnbpos

AA-amnnonpo3 (o4yeHb pesKo)

bone3Hb KaBacaku

HekpoTun3npylouimii apTepmunT MHTEPIOBAPHBIX U AYFOBbIX APTEPUI, OYEHDb PEAKO -

NHTEPNOBYNAPHBLIX apTepuin




MOPAXEHWE MNMOYEK NPU APYTUX PEBMATUYECKUX N AYTOUMMYHHbIX 3ABOJIEBAHUSAX:

Cknepoaepmua (CUCTEMHbIN CKNepo3)

MepneHHo nporpeccupytowas XMH

MoyeyHbIN CcknepoaepMmyecknm Kpus (Taxxenas runeptenHsuda, OlNH) - nepeuyHoe

nopa)keHne AyroBbiX U UHTEePNObYNAPHbLIX apeTpun

OlH 6e3 runepTeH3nu




MOPAXEHUE MNMOYEK NPU APYTUX PEBMATUYECKUX U AYTOUMMYHHbIX 3ABOJIEBAHUAX:

M'vnep IgG4-cuHppom
IgG4-accounmpoBaHHbIN peTponepuToHeanbHbin pnbpos

XPOHUYECKUI CKNEePO3NPYIOLWNIA A0OPTUT U NepUaopTUT

(B T.4. C peTponepuToHeanbHbIM hrNbPO30M)

MeMbpaHo3Has HecdponaTus




NMOPAXEHWE MNMOYEK MNMPU APYTUX PEBMATUYECKUX U AYTOUMMYHHbIX 3ABOJIEBAHUAX:

PeBmMaTOMAHbBIV apTPUT
[MopaxxeHna noyek, accoLMmMpoBaHHblie ¢ PA
BTropuyHas MH
Me3lNrH (IgA- nan IgM-HedhponaTtus)
Onddy3Hbin nponndepaTtnBHbin MH
JKIMH (HeKpPOTU3NPYIOLWLMIN N MONYNYHHbIN): PEBMATOUAHbIN BACKY/IUT, MOXET
6bITb ANCA-NO3UTUBHBIM
AA-amunnonpos
JlekapcTBeHHble NoBpexaeHua noyek npu PA
3ono1o: MH, BMW, ocTpsii TybynoHekpo3
MeHnumnnnamuu: MH, nonynyHHusin F’H, BMU
HMBC: OTUH, BMU, OTUH+BEMW, ocTpbii TybyNnoHeKpo3
LlnknocnopuH: xpoHuyeckas sackynonatma ¢ TUH, oCIrC (?)
A3aTUONPUH/6-MepKanTONYPUH: OCTPbIN MHTEPCTULNANbHBIN HEDPUT

BamuHapoHat: oCIrc










NMOPAXEHWE MOYEK MNPU APYTUX PEBMATUMECKUX N AYTOUMMYHHbIX 3ABOJIEBAHUAX:

- WMHTEPCTULLNANBLHBINA (0ObIYHO FpaHYIEMATO3HbINA) HePUT

- HedponnTmas, HedpoKaabLUHO3
I ryynonarun

-06CprKTVIBHa$| HecdhponaTus BCIeACTBME COAB/EHUA MOYEBbLIX MyTeW 3abPOWNHHBIMU AMMMbOYy31aMu

- rnomepynoHedputsl (MH, MITIH)
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NMOPAXEHUE MOYEK NMPU APYTUX PEBMATUYECKNX N AYTOUMMYHHbIX 3ABOJIEBAHUAX:

Peunauneupyowmnii NONNXOHAPUT

NONYNYHHbIWA rnomMepynoHedpuT
Me3[lrH

BTOpun4yHas MH
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peHaNnbHbIV TYOYNapHbIA aunao3 1 Tuna
MoYeyHbIi HecaxapHbin anaber
OCTPbIA MHTEPCTULMANbHbIA HedhpUT

runepkanbLmypus

|

NPOKCUMasbHble TyBynspHble paccTponcTea
€pMaTOMMUO3UT/NOIUMUO3UT

Me3llN'H ¢ gpeno3utamu IgM

OlNH BcnepcTBue MUOrN06UHYpPUK
CMelwwaHHoe 3aboneBaHne CoOeAMHUTENbHOM TKAHU

BTOpUYHas MH

BTOPUYHbIA MITH

OcTpas peBMaTuyeckas 1nxopagka

Me3lNrH

AHKUNO3UPYIOWUA CMOHAWANUT U CUHAPOM PeinTepa
Me3llH (IgA-HedponaTms)

peTponepuToHeanbHbI HhrbpPo3

AA-amunounao3
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BTropuyHas MH
Me3llH (IgA-HedponaTus)

AA-amunounao3




MOPAXEHWUE MOYEK NMPU AHTU®OCOONNUNMNAHOM CUHAPOME (A®PC) -

TpoMboTyeckas MUKpOaHrMonaTus, TPOM603bl MOYEUYHbIX BEH U apTEpPUA:

- MepBuYHbLIN ADC (B OTCYTCTBME CUCTEMHbIX 3ab0N€BaHNI)
- KaTactpoduueckunii AGC (oCTpbli My/IbTUOPraHHbIA TPOMOO3)
- BropnuHbii ADC:
ayTOMMMYHHble 3aboneBaHms
CKB
nepBUYHLIN CMHApPOM LerpeHa
peBMaTOUAHbIA apTpPUT
CUCTEMHBIN CKNepo3 (Cknepogepmums)
CUCTEMHble BAaCKYJINTbI
AepMaToMMNOo3nNT
6one3Hb KpoHa
AHKUIO3UPYIOLWMWIA CIOHANANT

BUCOYHbIN apTEPUUT













TPOMBOTUYECKASl TPOMBOLUTOMEHWUYECKASA MYPMYPA (TTI1) - Tpomb6oTuyeckas

MUKpOaHIrnonartuA

[eHeTHUYeCKHU O6YCHOBHEHHai|

NMpuobpeTeHHas

ayTonMmmyHHas (B T.4. npu CKB)

Ha ¢oHe uHpekunn (B T.4. npun BNY)

AOPYTUE TPOMBOTUYECKUE MUKPOAHTUOMATUA

AyTOMMMYHHble 3a60/1eBaHus

Cknepoaepmus

PA

Cunppom Ctunna
AHKNUNO3NPYIOWNNA CNOHAUINT
Cuvnppom WerpeHa
_ JepmaTomnosunTt

bonesHb bexyeTta

Y3enKOBbI NONANAPTEPUNT
HAK







HeckonbKko CNnoB O Jie4YeHUu

ObuienpuHaTaa Tepanma BH, AHLLA-accounnpoBaHHbIX BaCKy/JIUTOB,
KpMornobynnHeMmnyeckoro BacKynmTa, Taxenbix ¢hopm Ig-A BackynmTa u
noAXo bl K 1eYeHUo nopaxeHnn novyek npu APC, TTTI,
rMNoKoMnaeMeHTeMNYeCKOM YPTUKAPHOM BaCKy/nUTe, capkounpaose,
IlgG4-accoummpoBaHHOU bone3Hu:

« KopTukoctepoungbl

* Llnknodochamupg,

« [lnasmaobmeH

 B/B MMMyHOrnobynuH
« MwukodeHoNnaTsbl
 A3aTnonpwuH
 AHTUKOArynaHTbI

« [e3arperaHTbl




JloCcTynHas B HacTosLee BpeMa buonormvyeckan Tepanus:
AHLIA-accounmMpoBaHHbIe€ BACKYUTDI
13.1.2: Mbl pekOMeHAYEM PUTYKCUMAb 1 KOPTUKOCTEPOUAbI B KauecTBe
aNbTEPHATUBHOIO PEeXNUMA MHULMANBHOW Tepannm y NaunueHTOB C MeHee
TXenbiMn popmamm 3aboneBaHms U TeM, y KOro MMerTCH
NPOTUBONOKA3aHUA K uuknodochamngy. (1B)
13.6.1: NMpn AHUA TH, pe3ucTteHTHOM K MHAYKUMWOHHOW Tepanun Lo n
KOPTMKOCTEpOoMAaMu, Mbl peKoOMeHAyeM A,00aBUTb K lIe4eHU0 pUTYKUCMab
(1C), u npepnaraem B KayecTBe a/ibTePHATUBbLI NCMObL30BATb B/B
nMmMyHornobynun (2C), nnn nnaamadepes (2D).

Rituximab for induction and maintenance treatment of ANCA-associated
vasculitides: a multicentre retrospective study on 80 patients.
Putykcumab Bbi3biBaeT pemuccum AAB 1 cnocobeH Takke noagepxmBaTh
peMNCCUN nydlle, HeXennm 4emMm gpyrme npenapartbl, XoOoTA Tpe6yeTc;|
cobnoaeHne npeaoCcTOPOXHOCTEN B OTHOLIEHUN BaKTepuanbHbIX
NHMEKWWNWN P. Charles et al 2013




KpnornobynnHeMuyeckni BaCKyuT, acCOLMMPOBaHHbIN ¢ HCV
9.2.3: Onsa nauymentoB ¢ HCV n cmewaHHon kpuornobynnHemmen
(IgG/IgM), c HedbpoTNYECKOU NPOTEUHYPUEN U NPU3HAKAMMU
nporpeccnpylow,ero 3aboneBaHnsa NovYeKk Uam C ABHbIM
obocTpeHneM KpuornobynnHeMun, Mol npegniaraemM seyeHue
nnasmadepesom, putykucMabom, nnum umknodochammgom, B
coYyeTaHnn C MeTUN-NpeaAHN3010HOM B/B U NPOBeAEHMNE
CONYTCTBYIOLLEN MPOTUBOBUPYCHOU Tepanuun. (2D)

A randomized controlled trial of rituximab following failure of
antiviral therapy for hepatitis C virus-associated
cryoglobulinemic vasculitis. Putykcnmab apnsetcs xopowo
nepeHOCUMbIM U 3P PEKTUBHBLIM sleyeHneMm y naymneHToB ¢ HCV-
aCCOLMMPOBAHHBLIM KPUOTNOOYNNHEMUYECKUM BACKYJIUTOM, Y

KOTOPbIX MPOTUBOBUPYCHAsA Tepanusa bbiia be3ycnewHon
Sneller et al 2012




BonyaHouYHbIK HeDPUT
12.9.3: na nauneHTOB, He OTBETUBLUMX bOONee YeM HA OAUH PEXUM
MHNLUNANTbHOW Tepanuu, Mbl NpeasaraemMm NpPoBOAUTbL NeYyeHune
PUTYKCMMAOOM, B/B UMMYHOTIIOOYIMHOM WX MHIMBUTOpPaMMU
KanbLnHeBpUuHa. (2D)

4.4 UunknodochaMmua, MHFIMOUTOPLI KanbLLMHEBPUHA (LLUKNOCMOPWUH,
TaKpPONUMYC) Unn pUTykKcumMab npu BH V knacca pekoMeHAyTCS B
KauecTBe a/ibTePHATMUBHbIX BAPUAHTOB JIeYeHUA NN Y BONbHBIX, He
OTBeYalLWmnX Ha CTAaHAAPTHYIO Tepanuto

4.9. JleueHune pedpakTepHbiX opM BH. B cnyyae HeycnewHOro neyeHus
MUKO(peHoMaTaMn nnn umnknodpochammnaom nnuv npu BbipaKeHHbIX
NOOOYHBbIX AENCTBUAX NpenapaToB, Mbl PEKOMEHAYEM MePEBOAUTD
nauneHToB ¢ MK Ha LD, nnm c Ud Ha MPK, nnm HazHayaTb
PUTYKCMMAD




CuHppom lNyanacyepa

[lo AaHHbIM OTAE/NbHbIX COOOLLEHNI, PUTYKCMMAb npuMeHsnn nmbo B
KauyecTBe MHULMAIBHOW Tepanun, nnbo Kak Tepanunio BTOPOro psaaa y
NaLneHTOB, He OTBETUBLUMX HA UUMKNodochamMmna nnm B CBA3N C
nobo4YHbIMUK 3pdheKkTamMm nocnesHero

Y Bcex 6O/IbHbIX JiIe4eHNe NPUBENO K NCYE3HOBEHUIO aHTUTen Kk N'bM,
O[HAKO MoYeyHble NCXOAbl ObIN PA3/IUYHBIMU

Shah Y et al. Rituximab in anti-glomerular basement membrane

disease. QIM. 2012

Syeda U.A/ et al. Anti-glomerular basement membrane antibody disease treated
with rituximab. A case based review. Semin Arthritis Rheum. 2013

AHTUdochonMnNUAHLIN CUHAPOM

B neyeHnn katactpodunyeckoro APC npnMeHATCAa aHTUKOArY/IAHTHI,
KOpTUKOCTEepOoUabl, Ni1a3MaobMeHbl U B/B UMMYHO106ynunH

Mpn ncnonbloBaHnm kombuHauum KC, NO n BUT focTUrHYTbI Hanny4dlme
pe3ynbTaTbl - 3PHEKTUBHOCTb AocTuUraert 77,8%

Putykncmab, npocrauunknuu, aebunbpotmnabl 1 GUOPUHONUTUKM MOTYT

NPUMEHATLCA B leyeHNN pedpakTepHbiX BapuaHToB KAPC
Wijetilleka, Scoble & Khamashta 2012

IApyrue 3abonepaHus:
MeITCA CoobLLeHNs 0 NnpuMmeHeHUn putykcumaba npu TTIM, 1gG4-
UMUPOBAHHOW D0NI€3HU, TMMOKOMMN/IEMEHTEMUYECKOM YPUTKAPHOM
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