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JluazHocmuyeckue Kpumepuu CKB ACR (AKP) 1997

dputema nmua B Buae «6aboykm»
[inckonaHas cbinb (3pmMTemaTosHas)
doToceHcnbunnmsauua

A3Bbl N0N0OCTU PTA
ApTpuTbl/apTpanruu

Cepo3uT (nnespuT, NnepukapauT)
MNoparkeHne UHC (cyaoporun, ncmxos)

[Moparkerne NoYeK: akTUBHbIM MOYEBOM OCaAOK (KNETOYHbIE LUAUHAPLI) U
nepcuctupyrowas My > 0,5 r/cytku unm 3+

[emaTonornyeckue npoAsaeHUnA.
* [eMOINTUYECKaA aHEMUA C PETUKYNOLUTO30M, NN
» NeikoneHua <4000/MKA (Kak MUHUMYM ABaxKAabl), Uau
* lumdonenmna <1500/mMKn (Kak MMHUMYM ABaXAbl), UK
* TpomboumtToneHuna < 100000/mxn

MMMyHOﬂOI'l/I‘-IECI-(I/Ie npoAsaeHnA.
* AHTUTEeNa K HaTuBHOM [JHK B nMoBbILUEHHOM TUTPE, UK
* AHTU-SM aHTUTENa, Wiu

* AHTMdOChONMNNOHbIE aHTUTENA:
= AHTUTENa K KapanonmnuHy IgG namn Igv
® BONYaHOYHbIA @aHTUKOATYNAHT

= JIOXXHO-MONOXKUTENbHbIN BA B TeYeHME KaK MUHUMYM 6 mecsaueB, noaTeepKaeHHbIM PUBT nnm
PUD

AHTVIH,EI,epH bi€ aHTUTE/1a



KnaccuduraumoHHsie Kputepum SLICC
(Systemic Lupus Erythematosus Collaborative Clinic)

2012
KnuHuveckue UmmyHonorMyeckue
* (OcTpada KoXKHaA BONYAHKA * AHTMAQEPHbIE aHTUTENA
* XpOHMYEeCcKaa KoXKHaA  AHTUTENA K ABYCNUPA/IbHOM
BO/IYAHKA JHK
* A3Bbl NO/IOCTH PTa * AHTKU-Sm aHTUTEna
 Anoneuwus * AHTUPochdonnnuaHbie
¢ CMHOBMUT 2 2 CYCTaBOB aHTUTena
* Ceposur * [MNnoKommniemeHTeMuUA
* [lopakeHue noyek * [lonoxutenbHaa npAmas
* HeBponorunyeckune npoba Kymbca
CAMMTOMDbI
* [emonunutnyeckasa aHemus
e JlenKkoneHusa/numdooneHunsa
 TpomboumtoneHus




Tabnuya 11.4. OugHKa aKTHBHOCTW CHCTEMHON KPACHON BoNYaxkk no wkane SLEDAI-2K

NPUNYXNOCTS, BLINOT) B ABYX W Gonee Cycrasax

L - Onpeneneie NHpekc aktneHocTu SLEDAI
8 — | 3nunanTH- Hem;m BOSHUKLLMA. CNEQYET HCKMIOUHTS
48CKMil METABONMHECKAE, MHIDEKUMOHHBIE W NEKADCTEARHBIE
npucyn OpUNRHLE
8 — [ nesuxos Hapywesme CNOCOGHOCTH BLINOMKATL REACTEHA 8 Tabmweya 11.4. Oxowvase
HOPMANbHOM PEXAME BCNEACTENE BMPOKBHHOMD
WIMEHEHHR BOCTIDUATIR ABHCTBHTENLHOCTH, BKIIOYAR SLEDAL
FANRAIOWMHALIN, GECHOKORMOCTE MLULNEHWH, Banant | Toley | CenTOMuI Ompe. e wue
SHAYMTENLHOE CHIKEHME ACCOUMATHBHBIX
CNOCOGHOCTER, WCTOLIBHNE MbICAMTENLEON — | Mposury MpOKCHMANLISAN MyLEYaR HONWCNABOCTS,
AERTENLHOCTH, BIPAMEHHAR ANOTHYHOCTE ACCOUMIPOBAKHAN C NOSLLLBHMLIM ypOBHeM KOK/
MBILUNEHKA, CTPSHMOE REIOPTAHIU0BAHNHOR HAK ANLRONAIG, WM B INT e BAonCn,
KATATOMMNECKDE HOBERSHNE. CnefyeT oTuYaTs 0T N0ATBENMUILAC LIS MNOIUT
TOAOOHSIX COCTOSHUH, Bbi3BakHbIX YPEMHER HNK
NBKAPCTBEHHBIMM NPENAPATAMN = | Lineieapypes | J8pnnCTRIE MM IPHIDOUNTADIASE LWATKNADI
8 — | Opraumveckue | HApylwasus YMCTBEHHOM ABRTRNLHOCTH C - | Tematypus >5 JPUTPOUMTOS & AV3p. CNOAYET NCRMOWHTY
MOSrO8LIE HAPYLUEHMEM DDMEHTALWN, NAMATH AN ADYIMX TEMATYDIRO, DOYCNOENSHHYID MOMEXIMERSON
CHHADOMS! WHTEMNEKTYANbHbIX CHOCOBHOCTER © OCTPBIN BOALIHLI0, MHDETLIFAMM W ADYTUMI DA
HAYANOM W HECTOAKHMM KNHHIYECKMMAN
CHMNTOMAMM, BKNIOHAA 3TYMAHEHNOCT COIHANNA — | Nporewsiypus | >0.5 ricyr
CO CHWKEBKHOM CROCOGHOCTLIO K KOHUEHTP3LMM — | fexouvTypun | »5 nedkounTos & A/ap. CnefyeT uckmownTs
W HECDOCOGHOCTBIO COXPAHATE BHIMANME K
OKPYXAIOLIEMY, NOC MSHUMYM 122 13 CRLYIOLIN: BEPOATHOCTE HMDES ML TP DERKOLATYR I
HAPYWEHME BOCAPUATIR, BECCERINAR PeNb, - | Opumema- BOIAMUHOSEANS WAN PELGATME THMI X BLICHMEHWE
BBCCOMHNLE UNW COHNMBOCTL B HEBHOE BPEMS. 103Hie
CHIKEHIE uné' NOBHILIEHHE NCHXOMOTOPHOIR BhIChINZHAR
AKTHBHOCTH, CNBAYET MCKNIOMHTE B2PORTHOCTE
META00NAYECKMX, MHIDEKLMOHHIX i HEKADCTEEHHLX -— Anonsyns No2siwan=08 04aroeos Wik MOQY:H08 SLNAREHIE
BOIRENCTBHA P
8 — | Spurenshute | Mameresig Ha CET4aTRE (BIWOYER KNETOHBIE - | fl3Bn) caIRe- | VISERIENEHWE CRMINCTOR DOOMO4KN NONCCTM pTa
HAPYWEHER TENBUA, KPOBOKINMAKKA, COPOINLIA IKCCYAIT Tou 06ORONKN | Wikt wOCH
NITH TEMOPPaTWK B COCYARCTOR 060N0MKE) MAM
HEBPAT PUTENLHOrO Hepaa. CneayeT oTnNYaTs o7 - Mnespat BaNG 8 rPYANOR KNETHE C LWYMOM TPERMS NNESPN
HAPYWRHUA, BuI3BAMHbIX THNEDTARIRER. MHDeKUMAR, VN SENATOM WK YTOLSHAS NNEBD6I
SPOPCTIRNIIE JpeTY — | Nepwaguut | Depuxapananshas S0Mu C QMMM K3 CHELYOUAX
8 — | Hapywesmwe | BRepBbi BOIHMKILWE HYBCTBNTENHBIE MW NPUSHARDE LWYM TPEHAR NENAKapaa,
yHKumnit ABUraTenuibie pacCYPORCTEA, 0GycnoanesHbie n DHYRCKOR WK IXOMDHDRIECKON
Hepenxo- NOPAXEHUEM HEPENHO-MOIrDBLIX HEPBOR NOATBEOMASHNE
MOSroBBlX
HEPBOE | Heaom Manespe ypoera CHS0, ©3 wnm G4 e woossid
8 — | Fonoenas Bone | Buipaxessas nepCHCTPYIOWAR roNosHas 60Nb KOMMAEMEHT | FRARMLLS HOPMS! (RO RaMHbM TECTADYIOE
(MOXET 6T MUTPEHOIHOR), HE NOAAAIOWANCH naboparopum)
e itk i — | Noswwesmnis | >25% ComInaamns 00 MET0RY Dappa (Farr) unm
8 — | Hapywesme Bnepshia BOIHIKLLEE HAPYWEHNE MO3IOSOTO YPOSHM 3HTi- | NPEEELNSHINE HODMANTSHLI SHAYEHAN TECTHDYIOLLER
MO3r080r0 KPOBOOGPaALEHMA. CARAYET GTNIYATS OF HAPYLWeNUA, LHK ABOPITOPwI
KpOBOOGPa- | BOIMMKILNX BCAGACTBME aTEPOCKNEPO3A = ™ 238°C.
8 — | Backynur f3Bl, raHrPena, DONEIHEHHRIS YIENKM 4 NANBUAX, = | Tpombo- <100 000Nas’, Cri=QyET HCXMOSNTE THaKTap
OKONONOITEELIE MHDAPKTHI, TEMODPATMM KNI LAHHDE LA TONE A NEKAPCTOENMONO BOIAIRCTIMA
GHONCHI MK BHTNOTPAMMSL, NOATEEPXAAIOUME — T <3 000/’
BACKYNNT NOnSHmMA , CRENYET NOUMG7h DANTOR
4 — | Aprpur Bonn n npuaKakn socnanekns (GONESHERHOCTD, I




New ACR and EULAR criteria for classification of SLE

All patients classified as having systemic lupus erythematosus must have a serum titer of antinuclear
antibody of at least 1:80 on human epithelial-2-positive cells or an equivalent positive test. In
addition, a patient must tally at least 10 points from these criteria. A criterion is not counted if it has
a more likely explanation than SLE. Occurrence of the criterion only once is sufficient to tally the
relevant points, and the time when a patient is positive for one criterion need not overlap with the
time when the patient is positive for other criteria. SLE classification requires points from at least
one clinical domain, and if a patient is positive for more than one criterion in a domain only the
criterion with the highest point value counts:

Clinical domains Points Immunologicdomains Points

Constitutional domain _ Antiphosphalipid antibody domain

Fever 2 Anticardiolipin IgG >40 GPL or A

{Nonscairing alopecia 2 hJinusanticoaguiaat b {

Oral ulcers 2 Complement proteins domain

Subacute cutaneous or discoid 4 Low C3 or low C4 3 |
lupus Low C3 and low C4 4

-A;u_te CU'FEIHEOEIS !UPU? y | » 5 Highly specific antibodies domain

Arthritis domain Anti-dsDNA antibody 6

Synovitis in at least two joints or 6 Anti-Smith antibody 6
tenderness in at least two -

! joints, and at least 30 min of :
morning stiffness

|- . S

Neurologic domain

Delirium 2

\Psychosis 3 {

Seizure 5 |

Serositis domain

Pleural or pericardial effusion 5

ﬂicutg- pen‘carl_:litis A4 D _ 6

Hematologic domain

Leukopenia 3

[Thrombocytopenia 4

.Aut_oimn'_lune hemolysis - |

Renal domain

Proteinuria >0.5¢/24 hr 4

ICIass Il or V lupus nephritis 8

Class Ill or IV [upus nephritis 10

Source: Dr. Johnson

MDedge News



KnuHuyeckme gomeHbl

KoHcmumyuyuoHanbHeili domeH

UmmyHOnoruyeckme AoMeHbl

AomeH aumudgpochonunudHeix aHmumen

JInxopaaka 2 AHTUTENA K KapanonunuHy I1gG >40 GPL nau
K B2rM1 >40 Ea nnu
BO/IYQHOYHbIN QHTUKOATYNAHT 2
KosHolli domer JomeH benKkoe KomnaemeHma
Anoneuma 6e3 obpasoBaHMA pyobLOB 2 Huskuit C3 nnum HmM3knn C4 3
A3BbI NONOCTU pTa 2 Husknin C3 1 HM3KMn C4 4
MopocTpas KOXHAA Uan AUCKOUAHAA BONYHKA 4
OcTpad KoXKHaA BONYaHKa 6
Apmpumuyveckuii domeH Aomer ebicoKocneyuguyHbIx aHmumen
CMHOBUUT KaK MMHMMYM 2 CYyCTaBOB, UK AHTuTena K gsycnmpanbHon HK 6
6071e3HEHHOCTb HE MeHee 2 CYCTaBOB, UM YTPEHHSAA AHTM Sm aHTUTeNna 6
CKOBAHHOCTb He meHee 30 MUHYT 6
Heeponoauyeckuii domeH HoBble knaccuduKauymmoHHble Kputepun CKB ACR 1 EULAR
Oenvpunit 2 . Bce naumeHTbl ¢ CKB A0NXKHbI UMeTb TUTP aHTUALEPHbIX
Mcnxos 3 aHTuTen Hep2 He meHee 1:80 (Mau 3KBUBAZIEHTHbIN
Cypoporu 5 MONOXUTENbHbIN TECT)
* B ponosiHeHUe K aTOMY, NauMeHT A0/IKeH HabpaTe Ha MeHee
AomeH cepo3zumos
10 6ann0B N0 yKa3aHHbIM KpUTEPMAM
BbINOT B NieBpasibHbIX MOMOCTAX UAU B NepuUKapae .
o *  Kputepuitr He yuntbiBaeTca, ecnm emy umeetca obvAcHeHMe,
OcTpbIW NnepuKapomT 5
6 bonee BepoATHOE, Yem Hanuumne CKB
*  [OnAa npucBoeHna 6annos AOCTAaTOYHO BbIABNEHUA KpUTepuUA
lfemamonoauyeckuii domeH OAHOKPATHO, N He 06A3aTeNbHO OAHOBPEMEHHO C APYTMMU
NevikoneHuns 3 Kputepmamm
TpombouutoneHumsa 4 *  Heobxoanmo, 4Tobbl X0TA 6bI OANH M3 KpUTEPUEB HbIN
AYyTOMMMYHHbIA reMon3 4 KAMHUYECKNUM
- *  Ecnun nmeeTtcsa HECKONILKO KpUTepmes M3 O4HOIo AOMEHa
MoueuHbiii domeH PRSPy a A ’
YUYMTbIBAETCA TO/IbKO TOT, KOTOPbIN COOTBETCTBYET
MpoTtennHypwma >0,5 r/cyTku 4
Hambonblemy Konnyectsy 6asnios
Knacc Il unn V BonvanoyHoro Hedputa 8
Knacc Il unum IV BosvaHo4HOro HedppuTa 10







AT kSm )
ATk ScH70 ]
AT k RNP-70 B 4
AHTU LLEHTPOM A |:l
AT kdsDNA
AT WAL
ATkramge(asMa)[ ]
ATkAMxen A [ |
ATKLKM-1 [

AT KAl MUoKapaa l:'

0,0-25,0 Eafmn

0.0-25,0 En/mn
0.0-25.0 Ea/mn
0,0-10,0 Enjmn
0.0-20.0 Ea/mn
0,0-25.0 Egfvin

oTp
atp
oTp

oTp

C3c 0,19 0.9-1.8rfn

.

4 01-0.4/n
ankUWTOHUHORLIN TeC I < 0,10 Hr/Mn
ANCA screen E <1.0

PANCA/ATKMPO [ ] 0,050 Egjin

CANCA/ATKPR3 | 0,0:6,0 Enin
(hs) 0,0-10,0 Ea/mn

AT Kk 683, MEMB.KAYE.NOYKK [:l 0,0-20,0 Enmn
AT kmuroxormp. (AMAM2) [ | 00100 B

MaparropmMoH 15,0-65,0 nrfmn

: AT K LMPKYN.HYKNeoc. !:l 0,0-20.0 Eg/mn
Butasin D3-25/0H [:j >30,0 Hrima BHTUTENE K FTUCTOHAM |:| 0,0-40,0 Egfiin
AHTITENa K SLALP [:] < 12,0 MEfMn aHTUTENE K MCV l:] 0,0-20,0 Eg/mn
AHtUTEnak LC1 ‘:] <12,0 ME/mMn aHTUTENAa K Clg l____:l 0,0-10,0 Enfmn
AHTUHUKN AT (Hep-2) 1/1280 htsp A160

-~

ATKLEKM-T ( | <I1y
AT KAT MHoKapan ‘:] <0 AT K 683, MEMB.KNYG.NOYKK ’:} 0,0-20,0 En/mn

MapatropMoH (:' 15,0-65.0 nr/mn

‘BuramunD3250H [ ] >30,0 Hrfmn BHTUTEAR K FUCTOHEM l:
AHTUTENE K SLALP E:] <120MEMA eHTUTENE K MCV ]

AxTuTenak LCI I:] <120 ME/Mn aHTUTEAa K C1g

AHTUHYKA AT (Hep-2)

AT K MATOXOHAR. (AMA-M2) ‘ 0,0-10.0 Enfmn

AT K u1pKyYn HYyKneoc. ]

0,0-20,0 Enfmn
0.0-40,0 En/mn

da

0,0-20,0 Epfmn

0,0-10.0 Eafmn

<1160




Knacc

Onwucarune

MuHUManbHbIN Me3aHrnanbHbIM (HOpMarnbHbIE KIyBouKM Npu
CBETOBOW MUKPOCKOMUN, Me3aHrvanbHbeie 4eNn03nTbl Npwu
MMMYHOQONIOOPECLIEHLINN

MesaHrunasnbHbIM NponngepaTnBHbIn (pacliipeHvie n/mnsii
rMMNEPKNEeTOMHOCTL Me3aHrus+mMmesaHrmarnbHble 0eno3nTbl)

OuaroBbin (< 50% knybo4ykoB) NponM@epPaTnBHLIA, aKTUBHbLIN
(A) n/mnn xpoHuyecknn (C) (cermeHTapHas aHgoKanuinsapHasl
nponudepaums, cydaHgoTennarnbHble 4en03UTbl, BO3SMOXHbI
y4acCTKM HeKposa 1 NonyryHus)

OndodysHbin (> 50% knyboykoB) nponugepaTnBHLIN C
cermeHTapHbIMu (S) nnun rmobansHeivMn (G) nameHeHnsmu, A,
A/C, C (aHaookanunnsipHas nponugepauus,
cybaHaoTenmansHele Aeno3nTbl, NPOBOSIOYHLIE MNETNN,
KapuopeKcuc, HeKpOo3bi, NOSyNyHUs)

Mem6paHosHbI (cybanuTenanbHble 4eno3nTbl)+/- u3MeHeHns
Il vnn IV knacca

CknieposupytoLnid (> 90% kiy6o4koB)
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Revision of the International Society of Nephrology/Renal
Pathology Society classification for lupus nephritis:
clarification of definitions, and modified National Institutes
of Health activity and chronicity indices
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Knacc Il

Knacc Il n IV

Tybyrno-
WHTEepCcTULManbHble
NOBPEXAEHNS

PekomeHpauum no knaccudpmkaumm BH, 1 dasa

YTO4YHEHO onpefeneHue Me3aHrmansHou nponudepaumnn: 24 KNeTok Ha 30HY
Me3aHrus, 6e3 yueTa obnactu pykostku (A)

TepmuH aHaoKanunnspHas nponudepauns 3ameHeH TEPMUHOM
3HOOKaNWUNMspHas rmnepkrneToyHocTb (B)

TepmuH nomynyHne UCnonb3yeTcs AN NOBPEeXLEHNI, COOTBETCTBYIOLLMX
9KCTpaKanunapHON rMNepKNeToYHOCTMW, NPeACTaBNEeHHON CMEChIO Pa3fNYHbIX
kneTok. MoryT npucyTcTBoBaTh (hMBPUH 1 rnbpPo3bIi MAaTPUKC; AOIMKHO ObITb
BoBneveHo =10% oKpy»kHOCTM Karncynbl boymeHa

KneTtouHoe nonynyHue: >75% knetok u pubpuHa, <25% dpubposHoro
matpukca (C)

®dunbposHoe nonynyHue: >75% pmbpo3Horo matpukca, <25% KneTok n
cbubputa (O)

®PnbposHo-kNeToyHoe nonynyHue: 25-75% knetok u hnbprHa, ocTarnbHoe -
chrbposHLIN maTpuke (E)

Afresns: N30MMpPOBaHHBIA YHaCTOK CNIIOLHOIO BHEKNETOYHOrO MaTpuKea,
COEAIMHAIOLLIEro NeTNM KNnyboyka 1 Kancyny, Aa)xe ecnu HeT NpU3HaKkoB
ckjlepo3a B caMOM cermeHTe knybouka

®nbprHOMAOHBIN HEKPO3: MBPKH B 06NacTu pa3pbiBa roMepysipHON
6asanbHon MembpaHbl U/nnu nNu3nca mesaHrmanbHOro MaTpukca; He
noapasymeBaeT Hanuune kapuopekcuca

VickntoueHo nogpasgeneHne nsmeHeHun IV knacca Ha cerMeHTapHbIe U
rnobanbHble

Moandukaums wkanbl OLEHKN akTUBHBLIX U XPOHUYECKUX U3MEHEHMWI (CM.
Janee) BMECTO ncnons3yemblx napametpoB A, C n A/C

YKazaHve Ha Hanuune UHTepPCTULManEHOro BOCNaneHus B NPUCYTCTBMU UK B
OTCYTCTBUE UHTEPCTULMaNbLHOro mbposa

He aceH 6bin nopor onpeageneHna rmnepkrieTo4HOCTn

Mcnonb3oBaBLUMIACS TEPMUH 3HAOKaNUNIsApHas
nponudgepauus 6bin He ToueH

[Moporom cuntanock BoBrieHeHne >25% OKPY>KHOCTH
kancynel boymeHa. He 6bino onpegeneHus
rBPO3HBIX M PUOPO3HO-KNETOYHBIX MNOMNYNHWUIA

He 6b1no onpegeneHus agresun

He 6bino onpeaeneHns pnbpnHONZHOro Hekpo3a

OnpegeneHne cermeHTapHbIX U rmobanbHbIX
N3MEHEHUN BbINo HESICHBIM, C 6onbLINM pa3bpocom
MexXxay akcnepTamMun n HeonpedeneHHbLIM KNMHUYeCKUM
3Ha4YeHnem

OnpepeneHne akTUBHbIX N XPOHNYECKNX U3MEHEHWN
kak A, C, 1 A/C BbIN0 CAMLLIKOM LUMPOKUM 1
HecrneunmuyHbIM; cilegyeT oTAaTh NpearnovTeHne
MOSTyKONIMYECTBEHHOW OLIEHKE ANs UX ONMCaHns

OTCcyTCTBME NOPOrOBLIX 3HAYEHUN ONSA THKECTU
NHTEPCTULMANbHbIX MOBPEKOEHNIA



MoaudurumpoBaHHbIN UHAOEKC
aktmBHoctu NIH

OnpeneneHne

LLilkana oueHku

QHOoKanunasapHaa rmnepkneTeHHOCTE | QHAOKaNUIUIApPHaa rMnepkneTosHocTs B <25% (+1), 0-3
25-50% (+2), >50% (+3) knybo4koB

Hentpodunei/kapropekcmc Hewntpodunei/kapnopekenc B <25% (+1), 25-50% 0-3
(+2), >50% (+3) knydo4koB

®PnbprHOMAHBIN HEeKPO3 ®dunbprHOUAHBIN HEKPO3 B <25% (+1), 25-50% (+2), (0-3)x 2
>50% (+3) knybouykoB

ManunHoBble 4en0o3unThl [MpOBOMOYHbIE NETAN UMK TMANMHOBbLIE TPOMObI B 0-3

| <25% (+1), 25-50% (+2), >50% (+3) knybo4koe

—__F A e 8 JF i dn s a bl 8L @ 0 AF | L&
KnetouHble/nbpo3HO-KNETOUHbIE KnetouHble/nbpo3Ho-kneTouHble nonynyHus B <25% | (0-3) x 2
NosynyHUs (+1), 25-50% (+2), >50% (+3) ksiyboukoB
WHTepcTnynaneHoe BocnaneHne JlenkounThbl B MHTEPCTUUMM B <25% (+1), 25-50% 0-3

(+2), >50% (+3) kopbl
0-24

Bcero

MoanunumMpoBaHHLIN UHOEKC
XpoHunzauun NIH

OnpepgeneHve

LLikana oLeHkn

ToTanbHbIN rIomMepynockepos MoBanbHkLIM NN CerMmeHTapHbIN cknepos B <25% 0-3
(+1), 25-50% (+2), >50% (+3) knyboykos

®nbpo3HbIE NONYNyHUA ®dunbposHble nonynyHus B <25% (+1), 25-50% (+2), 0-3
>50% (+3) kny6o4koB

ATpocumsa kaHanbLeB i ATpochus KaHanbuUeB B <25% (+1), 25-50% (+2), 0-3

| >50% (+3) KOPKOBbIX KaHasbLEB

®dnbpo3 nHTEPCTULMS

Bcero

®dunbpo3 nHTepctTmuma B <25% (+1), 25-50% (+2),
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Mopd)onormqecme NPNU3HaKn BOM4AHOYHOW nogouunTonaTum

(A)
(B)
(©)
(D)
(E)
(F)

MuHMMansHble U3MEHEHWS
MesaHrnanbHas nponudepaums
dokarnbHbIA CerMeHTapHbIN rMoMepynocknepos (konnabvpyowmnm)
Henosuntkl IgG B Me3aHrmnm
Henosuntel IgG Ha TBM y nauneHTa ¢ Or1l1
PacnnacTbiBaHne Maribix OTPOCTKOB NOAOLMTOB U HEDOMbLLLIOE KOMYECTBO 3EKTPOHHO-MMNOTHBLIX AEMN03UTOB B ME3aHIm
fpy OTCYTCTBUWN AEMO3UTOB Ha KanumispHOW CTeHKe
Clin 3 Am Soc Nephrol 2016



I'Ipe,u,no>|<eHHb|e Kputepmmn BONYaHO4YHOW nogouuTonaTum

OnuncaHne KANHUYECKUX U MOpd)OI'IOI'M‘-IECKMX Kputepues BO/INAaHOYHOM nogouuronaTun

1.  KnuHuka: CKB; HeppoTnYeCcKnin cuHapom, 4acto B codetaHmm ¢ ONIT (npu oTCyTCTBUM ynomMHaHNi 00
ynotpebineHnn HNBC B aHamHese)

2. CBeTOBas MMKPOCKOMNUA: MMHUMA/IbHbIE U3MEHEHUA; Me3aHrManbHasa npoandepauma unm dCrc 6es
cybaHaoTENNANbHBIX U CYyDaNUTENNAIbHBIX L,eN03UTOB

3.  UmmyHodntoopecueHLma: oTcyTcTBue MK Aeno3nToB Ha KanUANAPHOM CTEHKE C AeN03UTamMu
MMMYHOTFN06YIMHOB M KOMNAEMEHTa B Me3aHrum (nnm 6es Hux)

4.  DNeKTPOHHAs MUKPOCKONUA: PACN/1acTbiBAaHWME MaJblX OTPOCTKOB NOAOLMTOB 250% (06bI4HO 270%) 1
3/1eKTPOHHO-N/IOTHbIE AENO03UTbi B ME3aHI MM NMPWU OTCYTCTBUMK CYD3HAOTEAMANLHBIX U CYB3NUTENNANbHbIX
AenosnTos

[NA fMarHoCTMKY BoNHaHOYHOM NoAaouMTonaTin HeobxoAumMo Hanuume Bcex 4 KpuTepmes

Clin J Am Soc Nephrol 2016



CKB, Backynur, sBackynonatua un BH IV knacc




CKB, Backynur, sBackynonatua un BH IV knacc




CKB, BH Il knacc ¢ nonyayHUAMU U MHTEPCTULLMANBbHDBIA HePpPUT




T, TybynomHrepctuymanbHbiii Hepput u BH 1l knacc

, BACKY/1U

CKB




AyTOMMMYHHDbIN TYybyN0onHTEPCTULMANDBHDBIK HedpuT (Aeno3uTbl Ha TBM)

* BONYaHOYHbIN HEPPUT
e CuHppom LllerpeHa (B 1.4. npn CKB)
* [MNOKOMNAEMEHTEMMYECKMUN YPTUKAPHbIW BACKYAUT (B T.4. ripu CKB)

asanits' Aot il g — 5§ 30,8 Hrfvn aHTUTENE K TUCTOHAM 0,0-40.0 En/mn
AHTUTENA K SLALP <120ME/Mn  aHTUTENAa K MCY 0,0-20,0 Enfmn
AnTutenak LCI [ <120 ME/Mn aHtTutenakclg / ‘)1 00 : 0,6-10.0 Eafmn

AHTUHYKN AT (Hep-2) | <1160




NOPAXEHUE MOYEK NMPUCUCTENMHOWN KPACHOW BONYAHKE

Bon4yaHou4HbI HEQpUT:

| Knacc — MMHUMarbHBIN Me3aHrmansHbin BH
Il knacc — mesanruonponudeparnsHoin BH
lIl knacc - ovaroBbIn NponudepaTtmnBHbin BH

IV knacc - audpdysHbIn nponvdgepatmaHeii BH
- V knacc — membpaHo3HbIn BH
- VI knacc — ckneposunpyowmi BH

- BON4YaHOYHas nogoumTonaTust (MOXeT BCTpedaTbea npu knacce |/l BH)

KombuHauwus knacca V ¢ knaccom /1
BackynutonogobHble M3MeHEHNSA (CErMeHTapHble HEKpoTUaupytowme npu knacce 11/1V)

UMMYHOKOMMNNEKCHbLIN UHTEPCTULIMaNbHLIA HePpPUT



12. Bon4yaHo4HbIX HechpUT
OnpepeneHne oTBeTa Ha Tepanuio npu BH

[MonHbIM  OTBET - CHWKEHME KpeaTuHWHa A0
npegLecTBYHOLLEro HOpMasibHOro YPOBHS, a Takxke
CHMXXEHME COOTHOLUEHUS Oenok/KpeaTuHUH MOuUM
Ao <500mr/r (<50Mr/Mmmonb)

YacTuurnbin oteeT - crabunusauyusi (£25%) wnnu
CHWXKEHMe KpeaTWHWHa, HO He A0 HOPMbI, MMC
CHWKeHne cooTHoweHna B/K moun 250%. [pwu
HedpoTnyeckon npotenHypun (B/K >3000mr/r
[300mr/mMmmonk]), 06 ynydweHun cBUOETENLCTBYET
cHmkeHne B/K 250% un goctmxenune B/K <3000mr/r
[300Mr/mmonb]

YxyOoweHue - HeT onpeferneHns yxyglenus npu
BH, koTtopoe 6bl MNO3BOMWIIO KOHCTaATUPOBATb
OTCYTCTBME OTBETa Ha Tepanuio, U Obino Obl
OLUEHEHO B TMpPOCNEKTUBHbLIX WCCNeLOBaHUSX B
KadecTBe MoKasaHms K W3MEHEHUI0 CXeMbl
WHUUManeHon Tepanuu. LUnpoko wmcnonb3yeTtcs
coxpaHsioweeca 25%-e MnoBblLLIEHNE KpeaTuHUHa,
HO 9TOT NokasaTenb He 6bin BanuanpoBaH

12.1: Knacc | BH (MuHumanbHbIl
Me3aHauanbHbIlU BH)
12.1.1: Mol npeanaraem
NpPOBOAUTL fle4eHne naumeHToB
c knaccom | BH B 3aBncnmocTu
OT BbIPa)X€HHOCTU
BHeno4YeYyHbIx nposisnednn CKB

12.2: Knacc || BH (Me3aHauo-

| nponugepamuaHbIi BH)

12.2.1: Mbl npeanaraem
NPOBOANTL NEeYeEHne
nauueHToB ¢ knaccom |l BH n
npotenHypmen <1 r/cyt B
3aBUCUMOCTW OT BHEMNOYEYHbIX
nposisneHnn CKB

12.2.2: Mol npegnaraem
npoBoauTb JfieyeHue knacca |l
BH ¢ npotennypunen > 3 r/cyt
KopTukocTepougamu niin KHU,
Kak 3To onucaHo angd bM




12.4: Knacc |ll u IV BH — nododepixuearouw,ast mepanusi

w°

&

NEY b5, nposiBneHus BH
:ié'i‘fgp

12.4.1: Mbl pekoMmeHayeM, nocne 3aBepLUueHns
VHULIMANbHOW Tepaniiu, NpoBOAUTb NaLnMeHTam |
c knaccowm Il n IV BH nogaepxmearowyto
Tepanuio azaTtuonpuHom (1,5-2,5 mr/kr/c)

nnm MM® (1-2 r/c B gBa npuema), 1 HASKUMU
nosamu 'KC BHyTpb (3KkBMBaneHTHbIMN <10
Mr/CT NpeaHn30oHa)

12.4.2: Mol npeanaraem ncnonb3osats KHW n
Hu3kme go3bl KC ona noggepxuBatoLLen
Tepanuu y naumeHToB, KOTopble He NePEeHOCAT
MM® n aszatnonpuH

12.4.3: Mbl npegnaraem nocre OCTUKEHUA
NOSTHOM peMUCCUN NPOLOIKATL
NnoaaepXKMBaKOLLy0 TEpanMio B TEYEHNE Kak
MUHUMYM 1 rogda, npexae Yem paccmaTpuBaTtb
BOMPOC O AanbHENLLEM MOCTENEHHOM CHMKEHUMN
obGbema MMMYHOCYNpPECCUm H
12.4.4: Ecrnin nonHas pemmuccust He gocturHyta | |
B TedeHue 12 mecsueB nogaepxmsaroLLemn
Tepanuu, cregyeTt peLunTb BONPOC O NOBTOPHOMN
Broncuur NoYKN Npexae Yem onpeaernsTb
nokKasaHus K USMEHEHUIO Tepanuu |
12.4.5: Ecnv B nepuog yMeHbLleHnsa obbema
nogaepXxuBaroLLen Tepanum yxyaLlaercs
dyHKLMSA NOYeEK N/nnu HapacTaeT NPoTENHypus,
Mbl peasiaraem ycunmtb Tepanuio 40 YPOBHS,

12.5: Knacc V BH (Memb6paHo3HbIlU BH)

12.5.1: Mel npeanaraem rnposoauTb
niedeHne naumeHToB ¢ knaccom V
BH, HopmMarnbHOM oyHKLNEN MOYEK U
cy6-HepoTMiecKkon nNpoTenHypmnen
aHTUNPOTENHYPUYECKUMU U
aHTUMNNEPTEH3NBHLIMU
npenaparamu, U HaszHa4aTtb
KOpPTUKOCTEpOUab! U
MMMYHOCYNPECCaHTbI, TONTbKO €Crn
NMEKTCS NOoKasaHUsA CO CTOPOHbI
BHEro4ye4YHbIX NposaBneHni
CUCTEMHOMN KPaCHOW BOSTYAHKN

12.5.2: Mbl npeanaraem npoBoAuTh
ne4vyeHne NaumeHToB C «4UCTbIM»
krnaccom V BH n nepcuctupytowen
HedPOTUYECKON NPOTENHYPUEN
KOpTUKOCTEPOMOAMWN B COMETAHUN C
MMMHOCYMNPECUBHLIMU fpenapaTamu:
umknodgocdamuagom, nnn KH, nnn
MM®, nnn asatnonpuHom

KOTOPbIN NO3BOJiSAN KOHTPONMPOBATL .

-




JledyeHus1 BH

12.6.1. Mbl npegnaraem
BceM nauueHtam ¢ BH
noboro Knacca
NPOBOAUTbL JIEYEHME
MMOPOKCUXIOPOXUHOM (B
MaKCUMasibHOMN CYyTOYHOM
noae 6-6,5mr/kr
naearnbHOro Beca Ttena),
eclin HeT
cneymdonyeckmnx
NPOTUBOMNOKa3aHu K 3TOMY
npenapary

12.8: O6ocmpeHusi BH

12.8.1: Mel npegnaraem
NPOBOANTL fleYeHne 0DOCTPEHUI
BH, passuBLUMXCSA nocrne
JOCTUXKEHUSA NOMHOWN Ui
YaCTUYHOWN PEMUCCUMN, NO TEM XKe
cxemam UHULManbHON n
noagepXusaroLlen tepanuu,
KOTOpble Oblnn adPeKTUBHbLI 4NA
AOCTUMXKEHUS NepBOHaYanbHOM
pemMmccumn

12.8.1.1. Ecnu noBTOpHOE
npoBefeHne UHNULNANbHON
Tepanuu BeLeT K PUCKy
HaKOMSTIEHUS BbICOKOW KyMYNATUBHOW
Ao3bl LU, mbl npeanaraem
ncrnosrb3oBarb pexunm 6es LId
12.8.2: Ecnn nmeeTca nogo3peHune,
YTO rmcronornyeckunn knacc BH
U3MEHWUIICH, UK HE SICHO, 3aBUCUT
N1 NOBbILLIEHNE KpeaTUHUHA KPOBHU
n/Mnn HapactaHue NpoTeuHypun ot
BbIPa)XEHHOCTU aKTUBHbIX NN
XPOHNYECKNUX N3MEHEHUN, crieayeT
BbIMNONHUTL MOBTOPHYIO Buoncuio
NOYKN




12.9: JleyeHue peghpakmepHbIX hopm | —

3a6oneeaHust 1112.10: CucimeMHas KpacHasi o/lYaHKa u
12.9.1: Y nauneHToB C HapacTaHUEM mpombomu4yeckasi MUKpoaHauonamusi
KpeaTuHUHa KPOBU /N NpOTeuHypum |
rnocre 3asepLUEeHNsi MHALMATbHOW 12.10.1: Mbl npegnaraem
Tepanuu, NpoBeaeHHOW COrnacHo | npoBOAUTbL NevYeHne
OLHOMY U3 PEKOMEHA0BaHHbIX aHTMgpoconMnuaHoro crHapomMa
PEXVMMOB, LienecoobpasHo BbINOMHEHME (ADC) c nopaxeHnem novex y
MNOBTOPHOW BUOMCUM NOYKU A4 | nauyneHToB ¢ CKB, ¢ BH nnu bes
andpdepeHumansHoOn ANarHoCTUKm Hero, C NoOMOLLbK aHTUKOArynAHToOB
MeXay akTuBHbIM BH 1 cmopLumsaHmem (uenesoe MHO 2-3)
noyek
12.9.2: NeyeHne NauneHToB C 12.10.2: Maumentam c CKB un
HapacTaHueM KpeaTUHMHA KPoBU uunm || TPOMOOTUYECKOW
NPOTEMHYPUM, Y KOTOPLIX COXpaHaeTca || TPOMOOLIMTONEHNYECKOWN MyprypoOu
akTMBHOCTb BH - cnenyet npoBoauTh B (TTM) Mbl Npeanaraem NPOBOANTL
ansTEPHATMBHOM pEXUME | rnpoLueaypsbi nrnasmoodbmeHa, Tak
MHUUKMASIbHON Tepanuu | Xe, kKak naumneHtam c TTI1 6e3 CKB
12.9.3: [Ang nauneHToB, HE OTBETUBLLUX | ’
boree 4em Ha OOUH PEXNM
NHULMAIbLHOM Tepanun, Mbl Npeanaraem
NPOBOANTL fie4eHNEe puTyKcumaoom, B/B

oMY o UIMMYHOMobynuHom vnu KHA




O6uwenpuHaTas Tepanua nponudcdeparvisHoro BH

Mynbcol 1 [ONONMHUTENBLHbLIN
l M 3r 1 nynbCc B TEHEHNE NEPBbIX [lononHuTenbHas Tepanna:
3 Mec npv yxyAweHum e nAM®
+ CratuHbl

*  KoHTtponb ALl
* [MapokcuxnopoxuH

0 3 6 12 18-24 mecsaubl
Crabunusauuns/ MoyeyHbin oTBeT Mo4ye4yHbLIN OoTBeT MoyeuHbIn oTBeT
MuvHumanbHoe yny4iieHuve YP >>>> P YP >>> [P 4P ~ MNP




Recommendation A ]

2019 update of the EULAR recommendations for the
management of systemic lupus erythematosus
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JSleueHue BHeNOYeYHbIX I'IpOFIBJ'IEHMﬁ CUCTEMHOM KpaCHOﬁ BO/14YaHKH

Treatment of non-renal-Systemic-tupus Erythematosus

™\ FTarget™) I\
Sun protection

e N I % W .l'
Vaccinations : ’

~ Remission
~ SLEDAI=0
o - HCQ
xercise No GC
No smoking GCPO/IM - -
~ Bodyweight T UMTXAZA "N
Blood pressure " 4 ] WVIYIL
Lipids Low disease activity
~ Glucose - SLEDAIs4
'y \r — o HCQw
~ Antiplatelets - __Pres7.5mg/d
- anti-coagulants Immunosuppressives
(in aPL- positive
patients)

m (in stable doses and
.-I- $ _ﬂellsmlerated)

PR |

Grade B Grade C Grade D

Mild: constitutional symptoms/ mild arthritis/ rash 9% BSA/PLTs 50-100 x 10%mm?; SLEDAIS6; BILAG C or <1 BILAG B manlfestation

Moderate: RA-like arthritis/ rash 9«18% BSA/cutaneous vasculitis s18% BSA; PLTs 20-50x103/mm3/serositis; SLEDAI 7-12; 22 BILAG B manifestations

Severe: major organ threatening disease (nephritis, cerebritis, myelitis, pneumonitis, mesenteric vasculitis; thrombocytopenia with platelets <20x103/mm3; TTP-like disease or acute
hemophagocytic syndrome; SLEDAI=12; 21 BILAG A manifestations

G
Grade A

Antonis Fanouriakis et al. Ann Rheum Dis 2019;78:736-745

©2019 by BMJ Publishing Group Ltd and European League Against Rheumatism




NopaXeHue noyek
MauneHTbl C BbICOKMM PUCKOM NOParKEHUSA MoYeK (MYXKCKOW NOJ, OBEHUNbHbIN AebIOT,
BbICOKaA CepO/IorMyecKan akTMBHOCTb, B TOM Yncne aHtutena Kk C1q) nognexar
TWATE/IbHOMY MOHUTOPUPOBAHUIO AJ1A PAHHETO BbIABAEHNA NPU3HAKOB NOYEYHOrO
3aboneBaHuA (He pexe 1 pa3a B 3 mecAaua)
Mpu ycTaHOBNEHUM AMArHO3a, NOATBEPHKAEHHOrO buoncuen novku, neyenmne BH Bratovaet
NHNULNANBHYIO MHAYKUMOHHYIO Ga3y, N ANUTENBHYIO NoA4epKuBatoLLyto ¢pasy
B nHayKumoHHyto dazy MMD n Hu3Kmne ao3bl umknodochammnaa (pexkum Euro-Lupus)
npeanoyTuTensHee BbICOKUX 03 LD —3ppeKkTUBHOCTb 0O4MHAKOBAA, @ PUCK
rOHAaAOTOKCUYHOCTU MEHbLLE
Ncnonb3osaHne MM® 1 BbicoOKux 03 LI® BO3MOXKHO Npu TaAXxenbix opmax BH,
acCoLUMMPOBaHHbIX C BbICOKMM puckom nporpeccuposanma ao TXMH (cHuxkeHne CKB,
FMCTONIOTMYECKME NPU3HAKN PUOPO3HbIX NONYAYHUI N pubprHoMaHOro Hekpo3la nnm NPTA)
PaHHee ¥ 3HaunTe/ibHOE CHUXeHUe npoTenHypun (Ao <1 r/dcytkm K 6 mecauam mam ao <0.8
r/cyTku K 12 mecauam) asnseTca NpeauKTopom 61arcnpuaTHOro oTAaleHHOro NPorHo3a
MMA nnmn a3aTMonpuH MoryT MCNOb30BaTbCA 418 NOAAEPKMBAOLWEN TEpanun, Npu
NPMMEHEHUM a3aTmonpuHa obocTperna HabatopatoTca pexe
Bbibop npenapaTta A4Ns NoaaepKMBatOLLEN TePANUM 3aBUCUT OT TOTO, KaKOW npenapart
NPUMEHA/ICA B UHAYKLUMOHHYO a3y, n oT 0cObeHHOCTEN NAUMEHTOB, BK/KOYAA BO3PaACT,
PacoBYIO NPUHAANENKHOCTb, U NJ1AHMPOBaHNE BEPEMEHHOCTM B JaibHENLEM
Mpu pedpaKkTepHbIX 1 peunamnsmnpyowmx Gopmax paccmaTpmeaeTca NpUMeHeHue
PUTYKCMMaba



Q

g

d

MNocne onybnamnkosaHma B 2012 rogy pekomeHpaumn EULAR no neyeHuto
BOJIYaHOYHOro HeppuTa, 6bINO NPOBEAEHO HECKO/IbKO NCCcAea0BaHNIM NO
NPUMEHEHUIO MHFMOUTOPOB KaNbLIMHEBPUHA ANA NeYeHNA NPOANPepaTUBHOrO
BH — KaK B BuAae MoOHOTEpPanun, TaK U B PaMKaX « MyNbTUTAaPreTHOM Tepanmnm»
(KombuHauua Takponmumyca u MM®)

ITN nccnefoBaHUA NPOBOAMANCH MOYTU UCKAKOUYUTENIBHO HA NONyiALMAX
NALMEHTOB a3MaTCKOro NPOMUCXOXKAEHNA U C KOPOTKUM NEPUOLOM
HabntogeHUA, U HEe NOATBEPKAEHbI B MHOIOLLEHTPOBbIX MCCNEeA0BaHMAX C
ANNTEeNbHLIM Nepnogom HabntogeHna

B HacToAwee Bpem KHU moryT paccmaTtpueaTbCa Kak npernapaTtbl A4 Tepanuu
2 IMHWNK, KaK B MHAYKUMOHHYIO $asy, Tak 1 B a3y NoaaepKKu npm
MmembpaHo3HOW HedponaTUuiM, BONYAHOYHOW NOAOLIMTONATUMU, NN -NPU
nponndepatmsHom BH ¢ HC, peppakTtepHOM K CTaHAAPTHOM Tepanuu,
NpPOBOAMMOI B TeyeHune 3-6 mecaues

B nocneaHem ciydae KH moryt ncnonb30BaTbCA KaK B BUAE MOHOTEPANu,
Tak U B KOMBUHaumumu c MM®

MoHUTOpPMpPOBaHMNE KpeaTUHUHA N KoHueHTpauun KHW B KpoBn Heobxoanmo,
4yTobbl M36€erKaTb TOKCMUYHOCTM KHU



AHTudochonunugHbie antutena (a®N) n autngochonunupHbii cuHgpom (APC)
Mpucytctene adJl accoummMpoBaHO C aKYLIEPCKUMU N TPOMDBOTUYECKMMWN OCAOXKHEHNAMMU
N BbICOKMM PUCKOM NOBpEXKAEHUA
Y Hocutenen adJ1 ¢ CKB noKa3aHa NofoXKUTENbHAA POb MaJibiX 403 aCNMPUHa A1
nepBMYHOM NPOPMNAKTUKM TPOMB030B. O4HAKO, C Y4ETOM PUCKA KPOBOTEYEHWUI, OCTAETCA
HEeACHbIM, OTHOCUTCA /1M 3TO KO Bcem 6onbHbIM ¢ CKB 1 HocuTenbctsom Nobbix ad/l, nan
TOJ/IbKO K TEeM, Y KOTO nmeeTca npodpunb ad/l, conpakeHHbIN € BbICOKMM PUCKOM
Tpom6030B (Hanpumep TPOMHaA cepono3nuTUBHOCTb, BA, nan Bbicokme TuTpbl ak/l)
MaymeHTbl ¢ CKB 1 ntobbimu a®Jl moryT TakKe nosiydatb aHTUKOary/IaHTHYO Tepanuto,
HaNnpPUMep HU3KOMONEKYASAPHbIN renapuH, B Nepmoabl NOBbILWEHHOIO PUCKa TPOMH0308B
(BO Bpemsi bepeMeHHOCTU UK B NOC/IEONEPALMOHHOM NEePMOLE), XOTA UCCNeaoBaHKA,
crneunanbHo NOCBALWEHHbIE STOMY BOMPOCY, HE NPOBOANNNUCD
He 6b110 NpoBeaeHO nccienoBaHUI, NOCBALWLEHHbIX UCKAOYNTENbHO BTOpUYHOMY ADC
npu CKB, a B uccneposanmax BA®C naumeHTbl ¢ CKB 6b1u UcKItoueHsbl. [osTomy B
HacToswee Bpema nederHne ADPC 8 KoHTeKcTe CKB He A0NKHO OT/IM4ATbCA OT SiIeYeHUA
nepsuyHoro A®C.

HenaBHee OTKpbITOE PaHAOMU3UPOBAHHOE UCC/IeA0BaHWe, CpaBHMBaBLIEe pnBapoKcabaH
n BapdapuH npu ADC c TponHom adJ1-cepono3nTUBHOCTLIO (V21% 60nbHbIX ¢ CKB 1 ADC)
6b1/10 3aBEPLUEHO A0CPOUYHO B CBA3Y C BLICOKOM YacTOTOM TPOMB03IMBONNYECKUX
OC/IOXHEHMUM B rpynne puBapoKcabaHa

Moatomy y nauyeHToB ¢ CKB u A®GC He caepyeT npumeHstTs HOAK AN BTOPUYHOM
NPOPUAAKTUKN TPOMBO30B; OHAKO OHWM MOTYT PAaCCMaATPMBATBLCA KaK a/ibTePHATUBHbIN
BApPMaHT NeYeHunn y oTAe bHbIX NauneHToB (npodunb a®d/1 HU3KOrO PUCKA, OTCYTCTBUE
apTepunanbHbIX TPOMOO30B B aHaMHe3e) Npu TPYAHOCTAX KOHTPosia MHO Ha ¢poHe npuema
BapdapuHa — HO TONIbKO NOC/E TLATENbHOM OLUEHKN COOTHOLLIEHUS PUCK/NoNb3a



UHdekuum

O Puck nHdeKkuui npu CKB accoummnpoBan Kak ¢ camom 3abosneBaHnem, TaKk 1 €
NeyeHmem; npumeHeHue Bbicokux Ao3bl NKC, Ud, MM® n putykcmmaba
NOBbILIAET PUCK MHPEKLMOHHbIX OCNOXKHEHWIN, CBOM HE3aBUCHMMbI BKJ1a/,
BHOCAT TaK)Ke BbICOKaA aKTUBHOCTb 3ab601eBaHMA, TAXKENAsA NEMKONEHUA U
nopaxkeHue noyek (£ runorammarnobynmHemus npm HC)

O 3awuTa oT MHPEKLUMNI AoNXKHA ObITb aKTUBHOM U BK/IIOYATb KaK NEPBUYHYIO
NPOPUNAKTUKY, TaK U PaHHEE BbIABIEHNE N NeYeHne MHPEKLUMNOHHDbIX
OC/IOXKHEHUN

O NaumenTbl ¢ CKB AoAKHbBI NOAyYaTbh BAaKUMHALMIO COKI/IACHO
pekomeHpaumam EULAR no BakUMHaUMM y NaUMEHTOB C peBMaTU4eCKUMU
3aboneBaHnAMM

O MmmyHM3auma npoTns rpunra v NHeBMOKOKKOBOM MHpeKkuun (PCV13 n
PPSV23) KpalHe »KenatenbHa y naumMeHToB B cTabuibHOM dase 3aboneBaHns

O B HacTOsALlEee Bpems A0CTYNHa BaKUUHaUMA NnpoTus Herpes zoster ans
obwen nonynaumu, Ho nccnenosaHua y 6oabHbiIx ¢ CKB He npoBoauamnch

(J HemenneHHas AMArHoCTMKa U Nevyenmne cericmca abcositoTHO HE0bXoaMMbI.
CnepyeT UCNoO/ib30BaTb BaiMAMPOBAHHbIE WKa/ibl OLUEHKU, TaKme Kak SOFA
(cuctonnyeckoe Al <100 mm pt.cT., YAO >22/MUH, pacCTPOMCTBA CO3HAHUA
no wkKane kom Glasgow <15). Ecan umeetcs 22 6as1108 BCKOpe rocne
AebioTa MHPEKUUN, BbICOK PUCK CMEPTU UAK ANNTENbHOFO NpebbiBaHMA B
OPUT






KopTukocrtepounabl B neyeHuu BH

O PeKTNBHLI B COMETAHMN C UMMYHOCYMNpeccaHTaMn
MeTunnpeaHN305i0H B/B — BO3BMOXHOCTb CHU3UTL [103Y KOPTUKOCTEPOUIOB
BHYTPb MPWY 3TOM yBeNMYnB adoPEeKTUBHOCTb JIEYEHUSA?

Hactynurio Bpemsi CHKaTb Harpysky KopTMkocteponagammn?

YMeHbLIeHue A403bl KOPTUKOCTEPOUOOB

ViccnenosaHmne MyLupus — BH 1II/IV n V knacc

Bce naumeHTbl nonyyanu metunnpegHn3onoH B/B no 500 mr x 3 pasa
[osa 45-50 mr/cyTku........... 5-10 mr/cyTku vs 22,5-25 MI/CyTKMU........ 2,5-5
mr/cyTkm + M@

CHWKeHne akTuBHOCTb No nHaekcam BILAG SLEDAI oguHakoBoe
Zeher M, et ai. Lupus 2011; 20: 1484-93



KnaccndpurKkaLoHHbIE KpUTEPUU FPaHY/IEMATO3a BereHepa u
cuHapoma Yapra-Crpocc (ACR, 1980)

Actma

dosnHoduana > 10% ot obuiero KoNMYecTBa NENKOLMTOB

MOHO- 1 nonnHenponaTua

T

NlerouHble UHGUALTPATHE

MaTonorns raimopoBbIX Nasyx

|

JKCTPaBacKyNApHaa 303MHOPUANA Npu BUONCUMU

Hanunume 4 n 6onee npusHakoB ABAAETCA cneundUUHbIM B
99,7%










ATk RNP-20
AHTU LIeHTpOM A
AT Kk dsDNA
AT K-Jo-1
AT kramyc (ASMA)
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0.0-20,0 Egfmn
0,0-25.0 Exndmn

aTp
oTp

arp

-

MpokanbUMTOHUHOBL TEC
ANCA screen

AN een

pANCA}AT k MPO

WKPFB

5.6

0.1
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<12
0,0-5,0 Ea/mn

0,0-5,0 Ea/mn
(hs) 0.0-10,0 En/mn










Mopdonoruyeckana kKnaccupurkauma ANCA-accoupmmpoBaHHbIX

rNOMepynoHeppuTOB
fMcronorndeckas OnpepenexHune
KaTteropus
OuaroBbin > 50% HOpManbHbIX KNYyOO4YKOB
[MonynyHHbIN > 50% KaybOYKOB C KNETOYHbIMM MONY/YHUAMM
CmelaHHbIN < 50% HopmanbHbIX, < 5-% ¢ nonynyHuamm, < 50%

CKNEPO3NPOBAHHbBIX K/iyOOYKOB

Ckneposunpyoni > 50% NO/IHOCTbHO CKAEPO3NPOBAHHbIX KNYOOUKOB

Berden AE, Ferrario F, Hagen EC, Jayne DR, Jennette JC, Joh K, Neumann |,
Noél L-H, Pusey CD, Waldherr R, Bruijn JA, Bajema IM: Histopathologic
classification of ANCA-associated glomerulonephritis. ] Am Soc Nephrol 21:
1628-1636, 2010
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Draft classification criteria
for the anca associated
vasculitides

J.C. Robson, P.C. Grayson, C. Ponte, R. Suppiah, A. Craven,
S. Khalid, A. Judge, A. Hutchings, D. Gray, J. Rosa, J.
Barrett, R.A. Watts, P.A. Merkel, R. Lugmani

Annals of Rheumatic Diseases 2018,V 77,
Suppl 2



Mpepnaraemble Kputepun gmarHoctukn ANCA-accoummpoBaHHbix BackyauTos (EULAR 2017)
MpaHynemaros c noananruutom.(IMA).

S Mquocoun-mqunu non.uau.mm (M(IAH ,3q3m-|o¢unb|-|bm rpaHysem \aT03 C

nonual-lmwrom (arnA)

HocoBble KpoBOTEUEHMSA, A3BbI, KOPOUKH,
3a/10}KEHHOCTb HOCa M HapyLLEHWA HOCOBOFO
OblxaHus, uan gedektbl/neppopaumm HocoBOM
neperopogku + 3

ManoMmMMyHHbI rnomepynoHegpuT + 3

O6CTpYKTMBHbIE 3a60/1€BaHUNSA AblXaTe/IbHbIX NyTeM
+3

MopaxeHne XpALLen: BocnaneHme XpaLen yLHbIX
PaKOBWH UM HOCA UM OCUMIOCTb
ronoca/cTpuaop, aHA06POHXMANBHOE NOPaXKeHMe
WIu cepnoBuUaHaA Aepopmaums Hoca + 2

KOH,CI,YKTMBHaFI NN CEHCOHepBabHaA TYroyxocCTb +
1

HocoBble KpoBOTeUEHWSA, A3Bbl, KOPOYKH,
3a/10KEHHOCTb HOCa ¥ HapYyLUEHUA HOCOBOFO
ObixaHus, uan gedextbl/nepdpopaLmm HoOCOBOM
neperopogku -3

Monwnnbl Hoca + 3

pANCA nav aHtuTena k MINO + 6

MHoKecTBeHHbIe MOHOHEBPUTbI MW MOTOPHASA
Helponatma + 1

ManovMmyHHbIV FiomepynoHedput + 1

®1n6po3 nnu ILD npu peHTreHorpadmm
(Tomorpadun) rpyaHom KneTkm + 3

303nHOPpUALI=1x10%/n +5

cANCA vnv antntena Kk NP-3 + 6

cANCA vinn antntena kK NP-3 -1

JKCTpaBasa/ibHOE NPEUMYLLLECTBEHHO
3031HOGUAbHOE BOCManeHne/303MHOGUNbI B
KOCTHOM mo3re + 2

pANCA nav antutena k MMoO - 1

o3nHoPuMAbI 21x10%/n - 4

cANCA nnv avtutena k NP-3 - 3

303unHodMAbI 21x10%/n - 4

Mukporematypuma - 1

[paHynembl, 3KCTPaBa3abHOE rpaHy/ieMaTo3Hoe
BOCMaNEHMUE UK TUFaHTCKNE KNEeTKU Npu buorncum
+2

Y3enku, 06 bemHble 06pa3oBaHMA UK NMONOCTH
npu peHtreHorpadum (Tomorpapum) rpyaHom
KNeTku + 2

BocnaneHue, KOHCONMAALMA UAW BbINOT B
HOCOBbIX/OKO/IOHOCOBbIX Nasyxax npu
peHTreHorpaduu (Tomorpadpum) + 1

Ona knaccudumKkaumm HyKHoO 5.
YyscTBUTENBHOCTb 93%, CneumndmyHoCTb
94%

Ana knaccndurKkaumm HYyXKHO 6.
YyBcTBUTENIbHOCTL 87%, CneunduyHoCcTb
96%

Ona knaccndpurKkaumm HyRHO 5.
YysctBUTENbHOCTL 88%, CneundunyHocTb
98%




Tun AAB | KnuHuuyeckue Kputepmm Accoumauuu a/TkNP-3 | a/TkMMNO
(cANCA) (PANCA)
MmA EULAR: HOcoBble KpoBOTEYEHUA, NOTEPA 3n0KavecTBEHHble HOBOO6Pa3oBaHKA, + -
W CHUXKEHME CNYXa, MOParKeHWeE XpALen, | ManonaTMYecKmuim, XpoHmudyeckune
WHbELMPOBAHHOCTb CKNep, 6onu B rnasax, NHOEKLMN NPUAATOYHbIX Na3yX,
a/TkNP-3 remaTypua, KpOBOXapKaHbe, peaKo —
(cANCA), HopmanbHOe KONMYECTBO renatut C
303UHOGUN0B, rPaHyNeMbI Npu Broncum
ArNA AcTma, 303nHodmana > 10% B Jo3nHoOPUAMA, acTMa, MHEBMOHMA U - +
nepudepun4eckor KPoBU, CUHYCUTDI HelponaTtua
NPUAATOYHbIX Na3yX, IKCTPaBa3aibHasA
303MHOPUANA, MOHO- UK
No/IMHENPONATHA
MNOA Backynut, rnomepynoHedpuT, lenatut B, ochoxHeHHbIN YT — dopma - +

npeumyLLecTseHHo a/T Kk MMNO
(pPANCA)

MTIIA ¢ nopaxeHnem KpynHbIX COCYA0B.
YA BblI3blBaeT aHEBPU3Mbl U CTEHO3
royeyHbix apTepun, a MIMNA — 310 dopma,
KOTOpas BbI3blBaeT rIOMepyAsapHoe
nospexaeHue




Development and validation of a renal risk score in ANCA-

associated-glomerutonephritis

Prospective training cohort of 115 patients with a new é Detailed histopathologic and clinical analyses identifying
ANCA-associated glomerulonephritis. A risk factors for ESRD.
Risk tactor HR PValue Points
E 1Y g N 1 Normal glomenul (N)
e C‘_!“ NO >25% 0
i 2 ne T =
‘ D ek s~ N1 10-25% 442 0.027 )
iy l“" "™ .ﬂ.ﬁi"\’é N2  «<10% 109 <0001 6
e . }L Tubular atrophy (T)
: A TO s25% 0
F‘_ Bt & T >25% 222 0.117 2
v Pt Ranal function (GFR)
Hntx: "‘:a GO » 15 mifwn 0
oViakl” G G! % 15mimn 289 0018 3
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* Development of a renal risk score and validation in a Implementation of the 'ANCA Renal Risk Score’ into an
second cohort of 92£auenls with ANCA GN, application for mobile devices.
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kldne Brix SR, et al. Development and validation of a renal risk
score in ANCA-associated glomerulonephritis, KI 2018

Kidney International 2018 94, 1177-1188DOI: (10.1016/j.kint.2018.07.020)




LLIkana pucka npu ANCA-accoummpoBaHHbIX BaCKY/IMTax

a
Risk factor N (%) B Coefficient HR 95% ClI P value Points

Percentage of normal glomeruli (N)

NO >25% 61 (53) Ref. 0
N1  10%-25% 39 (33.9) 149 442 1.18-16.5 0.027 4
N2 <10% 15 (13) 2.39 109 2.77-426 <0.001 6

Tubular atrophy + interstitial fibrosis (T)

TO0 =25% 63 (54.8) Ref. 0
T1 >25% 52 (45.2) 0.80 2.22 0.82-6 0.117 2
Renal function at time of diagnosis (GFR)

GO =15 mi/min 77 (67) Rei. 0

G1 =515 ml/min 38 (33) 1.06 289 1.19-7.02 0.019 3

b

Risk group Points

Low 0
Medium 2-7

High 8-11

a)

N — HOpMaabHbIe KAyOOUYKM

T — TyOyasipHast arpoduisi M MHTepCTUIIMAAbHEIN (prOpPO3

G - CK® (GFR) Ha MOMeHT OMOIICIA)

CymmMma 6aaaos ot 0 (HeT pucka) 4o 11 (N2 <10%, T1 >25%, and G1 <15 ml/min)

b)Tpu rpyrmnl pucka: Hu3knii, 0 6a140B; cpeAHnii, 2—-7 0aa40B; 1 BbICOKMIA, 8—11 6aaaos

Brix et al. KI 2018
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Fnasa 13: Nayuu-ummyHHbIU dOKaNbHbIN U CerMEeHTAPHbIU
HeKPOTHU3UDVIOLLUU rOMEePVIOHEDPUT

13.1: UHuyuanbHasa mepanus nayyu-uMmyHHO20 (hOKAbHO20 U Ce2MEHMAPHO20
Hekpomu3supyrowe2o N
13.1.1: Mbl pekomeHayem unknopocpamma n KOPTUKOCTEPOMAbI B KaUeCcTBe MHULMANBHOWN
Tepanuu
13.1.2: Mbi pekomeHayem PUTYKCMMab v KOPTUKOCTEPOW bl B KGY4ECTBE
aNbTEPHATUBHOIO PEXMMA MHULMANBHOM TEPANUM Y NALMEHTOB C MEHEE TAXKENbIMU
dbopmamu 3ab60NeBaHMA 1 TEM, Y KOrO UMEIOTCA NPOTUBOMNOKA3aHMA K Umknopochammnay
13.2: Ocobbie nonynayuu 60abHbIX
13.2.1: Mbi pekomeHayem A0N0AHUTE/IbHO NPOoBeAeHUe Naazmadepesa nalnueHTam,
Tpebyowmm gmaansa, U nauueHTam ¢ ObICTPO HapacTaloWMM KPeaTUHMHOM KPOBMU
13.2.2: Mbl npeanaraem A0NONHUTENBHO NpoBeaeHue nnasmadepesa naunmeHTam ¢
ANPPYIHbIMU JIETOYHBIMWN KPOBOTEYEHUAMM
13.2.3: Mol npegnaraem AononHUTeNbHO nposegeHne nnasmadepesa nauneHTam ¢
nepeKkpecTHbIM CMHAPOMOM — coveTaHnem AHLLA-BackynmnTa n aHtn-FrbM lH, B8
COOTBETCTBMMU C NPeaIOKEHHBbIMU KPUTEPMAMKU N peXumamu ana aHtu-NeM '
13.2.4: Mbl npegnaraem oTMeEHATb Tepanuio umknopochammagom vyepes 3 mecaua y
NaUMEeHTOB, OCTAKLWMXCA ANANN3-3aBUCUMMBIMU U HE UMEIOLLLYX BHENOYEYHbIX
npoasneHni 3abonesaHuns
13.6: /leueHue peppakmepHsix popm 3ab6onesaHus
13.6.1: NMpwn AHLUA MH, pe3ncteHTHOM K MHAYKUMOHHOW Tepanun L v
KOPTUKOCTEPOMAAMU, Mbl peKoMmeHAayem A06aBUTL K Ne4YeHUo pUTYKMcmab, n
npeaJsiaraem B KQ4eCcTBe aNbTePHATMBbLI MCMO/1b30BaTb B/B UMMYHOM/TOOY/INH, AN
nnasmadepes



Mpenapar Cnocob HayanbHasa ao3a

BBeAeHuA |
Uuknodocdamup? B/B 0,75 mr/m? Kaxaple 3-4 Hepenn
' | CHM3UTb HayanbHyo 403y Ao 0,5 mr/m2 ecam Bospact >60 net namn CKP <20
‘ Mn/MmuH Ha 1,73 m?
KoppektuposaTb noc/ieayiollne A03bl Tak, 4YTOObI KOIMYECTBO NIEMKOLMTOB
yepes 2 Heaenu nocae BeeaeHUA He 6bino
NURIDCTC DT HES®Ye® M ZIN) D A VIUVIIURNUIWV
Uuknodpochamup® BHYTPb 1-2 mr/Kr/cyT, cHU»KaTb A03y ecan Bo3pacT >60 net nnn CKP <20 ma/MuH Ha
1,73 m?
' KoppeKT1poBaTb A03Y, YTO6bl NOAAEPHKMUBATH KOSMYECTBO NEKOLMTOB
: - | >3000/mm3 ‘ ‘ . - 2 o s a
Koptukoctepongpl B/B [y/sbCcbl MeTu/I-NpeaHn3ooHa no 500 mr exkeHEBHO B TeueHue 3 aHen
KopTukoctepoupgbl BHYTPb MpeaHn3oH 1 mr/Kr/cyT B TedyeHne 4 Heaenb, He NpeBbIWaTh 403y 60 Mmr/cyT,
| N N | MOCTENEHHO CHUXKaTb 403y B TeyeHue 3-4 mecALeB
Putykemmab®  |B/B 375 mr/m? exkeHefesibHO, 4 BBeEHNA
Nnasmadepesd ' ' O6bem 3ameLeHna 60 ma/Kr

‘ Backynut: 7 npoueayp B TeyeHme 14 gHen. Mpu gudpdy3Hom nero4Hom
' KPOBOTEYEHUW — EXKEAHEBHO A0 NPEKPALLEHVA KPOBOTEYEHWS, 3aTeM Yepes
OeHb, Bcero 7-10 npoueayp
Backynut B coyetaHuu ¢ aHTU-IBM-aHTuTENaMK: exke[HEBHO B TeueHne 14

B OHEen, NN Ao Tex Nop, NOKa aHTUTEIa HE UCHYE3HYT U3 KPOBU
3 1d Ha3HavYaeTcs COBMECTHO CO CTepouaamm (B BUAE NYNAbCOB U BHTYPL). AZibTepHATUBHbIN pesknm BeegeHuns L — 15 mr/Kr Kaxkable 2
Heaenun TPUKAbI, 3aTeM 15 Mr/Kr Kaxkable 3 Hegenun B TeueHne 3 MecaueBs, YMeHblUeHNe A03bl B 3aBUCUMMOCTU OT Bo3pacTa U pCKo
8 LI® Ha3Ha4YaeTcA COBMECTHO CO CTeponaamMu (B BUAE NyNbCOB U BHYTPb)
¢PuTyKCMMab Ha3HaYaeTca COBMECTHO €O CTepounaamu (B Buae nynbCoB 1 BHYTPb)
dMnasmadepes He HA3HAYAETCA COBMECTHO C My/1bCAMU METUI-NPeAHN30N0Ha. 3amelleHne 5% anbbymuHom, gobaenats 150-300 mn
CBEXXe3aMOPOXKEHHOM NNA3Mbl B KOHLLE KaXKA0M npoueaypbl NPU NerovyHbiX KPOBOTEUYEHMAX, UK €CIN MPOBOANIOCHE XMPYpPruyeckoe
BMELLATeNbCTBO, B T.4. BMOMNCHUA NOYKM



13.3: MNododeprycuearowaa mepanus
13.3.1: MNauneHTam, 4OCTUTLNM PEMUCCUN, Mbl PEKOMEHLYeM NPOBOAUTb
noAAeprKMBaKOLWLYIO TEPannLo
13.3.2: Mol npegnaraem nposBoAUTb NOAAEPHKUBAKOLLYIO TEPArUio KaK MUHUMYM B
TeyeHue 18 mecAues y NaLUNMEHTOB, OCTAOLWMXCA B MOJIHON pEMUCCUM
13.3.3: Mbl peKomeHayem He NMPpoBOANTb NOALEPKMBAIOLLYO TEPANMIO NaLUeHTaMm,
OCTAOLWMMCA AMNAJ/IN3-3aBUCMMbIMU U HE UMEIOLLMM BHEMOYEYHbIX NPOAB/IEHUN
3aboneBaHus

13.4: Boibop npenapamoe 0718 noddepxcusarowieli mepanuu
13.4.1: Mbl pekomeHZlyem a3aTUoNPUH B Ao3e 1-2 mr/Kr/cyT BHYTPb B KayecTse
noanepKmMBatoLLLEen Tepanuu
13.4.2: Y naumeHTOB C HENEepPeHOCMMOCTbIO a3aTUONPUHA Mbl MpesJ/iaraem NPMMeEHATb B
KayecTBe nogaepxusatowen tepanmm MMO® B gose go 1 r aga pasa B A€Hb
13.4.3: Mbl npegnaraem NpMMeHATb TPUMETONPUM-CY1IbGaMETOKCA301 B KayecTse
AONC/IHUTENBHOrO Npenapara ANa NoAAepPKMBaOLLLEN Tepanun y NauMeHTOB C
Nopa*eHUeM BEPXHUX AbIXaTeNbHbIX NyTen
13.4.4: Mbl npegnaraem UCNonb3oBaTb MeTOTPeKcaT (B HavanbHol gose 0,3 mr/Kkr/Hea,
MaKCUManbHO 25 mr/Hea) Ans noaaep>KuBatoLLeit TepanmMm y NaumeHToB ¢
HenepeHOCMMOCTbIo asaTnonpmHa n MM®, Ho Tonbko ecimn CKO > 60 ma/muH



13.5: /leueHue ob6ocmpeHuli
13.5.1: Mbl pekomeHAayeM MpoBOAUTL sieHermne TAXKeNbix obocTpeHnn AHLIA-
BACKY/NIUTOB (C pa3BUTMEM OPraH-yrpOMKaoLWNX U HKU3HE-YTPOXKAOLLNX
CMMNTOMOB) COI/IaCHO PEKOMEHAALMAM MO NPOBEAEHUIO UHULIMAIBHOM
Tepanuu
13.5.2: MeHee Taxenbie oboctpeHna AHLIA-BaCKyAIMTOB Mbl Npeanaraem
NIe4ynTb BO30OHOBNEHMEM MMMYHOCYNPECCUBHOM TEPANUN NN YBESIMYEHNEM
ee NHTEHCMBHOCTU, HO be3 npumeHeHua LD (HasHauyeHMe KOPTUKOCTEPOUAOB
WUNU YBEIMYEeHNE NX A03bl C a3aTmonpuHom nam MM®, anbo 6e3 Hux)

13.7: MoHumopuposeaHue
13.7.1: Mbl npeanaraem He MeHATb peXxum MMMYHOCYNpeccumn Ha OCHOBAHUMU
TONIbKO M3MeHeHun TuTpos AHLA

13.8: TpaHcnnaHmayus
13.8.1: Mbl pekomeHAyem OTNOKUTb TPAHCMAGHTALWIO MOYKK 40 TeX NOpP, NOKa
ANNTENbHOCTb NOJIHON PEMUCCUM BHEMOYEYHbIX NPOABNEHUIN HE COCTAaBUT 12
mecaues
13.8.2: Mbi peKomeHAYyeM He OTKAaAbiBaTb TPAHCMAAHTAUMIO NauMeHTam,
HaAX04ALWMMCA B CTagnM NOJIHON PEMUCCUN, HO ocTatrowmmea AHLLA-
NO3UTUBHbBIMMU
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EULAR/ERA-EDTA recommendations for the
management of ANCA-associated vasculitis
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ABSTRACT

In this article, the 2009 European League Against
Rheumatism (EULAR) recommendations for the
management of antineutrophil cytoplasmic antibody
(ANCA)-associated vasculitis (AAV) have been updated.
The 2009 recommendations were on the management
of primary small and medium vessel vasculitis. The 2015
update has been developed by an international task
force representing EULAR, the European Renal

Assodiation and the European Vasculitis Society (EUVAS).

The recommendations are based upon evidence from
systematic literature reviews, as well as expert opinion
where appropriate. The evidence presenied was
discussed and summarised by the expeits in the course
of a3 consensus-finding and voting process. Levels of
evidence and grades of recommendations were derived

and levels of agreement (strengths of recommendations)
ratarmined In additinn ta the uatina hu the tack fare

BACKGROUND AND RATIONALE

In 2009 the European League Against Rheumatism
(EULAR) published recommendations for managing
primary small and medium vessel vasculitis which
included the management of AAV"" The publica-
tion of 1691 papers in the past 5 years on primary
systemic vasculitis in internal medicine, rheumatol-
ogy and nephrology journals, as well as the licens-
ing of rituximab for AAV, make this an opportune
time to update the recommendations with an AAV
focus. This update was made in conjunction with
the European Renal Association—European Dialysis
and Transplant Association (ERA-EDTA).

This paper reassesses standard therapy, including
the use of biological agents, the prognostic value
of histopathology and management of long-term com-
plications, integraring these into treatment algorithms.
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AnropuTtm BeaeHuna snepsble anarHoctmposaHHoro ANCA-accoumnpoBaHHOro BacKkynTa

Bnepsble AnarHOCTUPOBaHHbIM AAB

& Y

BbicTponporpeccupytolan noyeyHas
| He opraH-ypoxalowmin =~ MEreersrsssssenees { OpraH- MK JKU3HE-YTPOKAIOWMIA  pressesssney M HEeAO0CTaTOYHOCTb MW NerovyHoe
KpoBOTEeYeHve
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Yepes 2 rofa nocteneHHas oTMeHa
asaTmonpuHa u metoTpekcarta,
L npekpaLeHme puTykcumaba
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M Yates et al. Ann Rheum Dis 2016;75:1583-1594

©2016 by BMJ Publishing Group Ltd and European League Against Rheumatism



MonoeHuna pekomeHpauui

PekomeHpauma

1. Mol pekomeH4yem BeCT NaumneHTos C AAB B TecHOM coTpyaHmnYecTee C OKCNEPTHbIMU UEHTPaMU, Wik B TaKUX LEHTPax

2. laHHble 6roncmu nomoratot noaTsepauTb ANUArHO3 U Mbl peKomeHAyeM BbIMO/IHATb 61oncuio YTobbl NOMOYL B YCTaHOB/1EHUN
nepBOHAYa/IbHOro ANarHo3a u asiAa ,u,aaneVlLueﬁ OUEHKN NauneHToB Npu NnoaospeHnn Ha oGocrpeHme BaCKynuta

3. AnAa MHAYKUMN peMUccumn BHOBb AMarHOCTUPOBAHHOTO OFPaH- UM KU3He-yrporKatowero AAB Mbl peKoOMeHayem neyeHne
KombuHaumel TKC ¢ umknopochammuaom NN putykcumabom

4. [nA HAYKUMU PEMUCCUM He OpraH-yrposKatoliero AAB Mbl peKoMeHAyeM JiedeHre KombuHaumen F'KC ¢ METOTpEKCAaTOM 1N
MM

5. [ns TAXKeNoro o60CcTpeHUs orpaH- UM KU3He-yrpoatolero AAB mbl peKoMeHZyeM NeveHne Kak ans Bnepsble
AMarHocTMpoBaHHOro 3abonesaHna KombuHauwmen MKC ¢ uuknodocbammuaom UNN putykcumabom

6. (i) MnasmaobmeH cneayeT paccmaTpuBaTh 4/ NauneHTos ¢ AAB 1 CbIBOPOTOYHbIM KpeaTuHUHom =500 umol/L (5.7mr/an)
BCNeacTBme bbicTponporpeccupytolLero rnomepysioHedpura npu Brepssie 4MarHocTMpoBaHHOM 3a60/1€BaHUM N peLnavse
6. (ii) MnasmaobmeH caefyeT TaksKe PaccMaTPUBATb AJisl IEUEHWSA TAMKEbIX IEFOYHbIX KPOBOTEYEHUI

7. Ans nopaepxaHua pemuccun AAB mbl pekomeHayem nedeHne kombuHaumelt FTKC v anbo asaTvonpuHa, iMb6o putykcumaba,
nmMbo meToTpeKkcata, imb6o MM

8. Mbl peKoMeHZyeM Npoao/IKaTb NOAAEPHKUBAIOLLYIO TEPANUI0 KaK MUHMMYM 24 Mecsilia Noc/ie AOCTUXKEHNS YCTOMYNBOM
pemuccum

9. inA naumeHToB ¢ pedbpakTePHbIM K MHAYKUMOHHOM Tepanumn AAB mbl pekomeHayem nepexoguT ¢ LId Ha puTykcnmab 1 HaobopoT.

ITVX NAUMEHTOB C/ieayeT BECTU B TECHOM COTPYAHUYECTBE C SKCNEPTHLIMU LEEHTPAMM, UAU B TaKMX LEHTPAX O/19 AanbHeLeln
OLLEHKM U BO3MOXKHOTO BK/IKOYEHUA B KIMHUYECKUE UCCNe0BaHUA

10. Mbl pekomeHAyem B NepByr oYepeab TULaTe/IbHYH KNMHUYECKYIO OLEHKY, a He uccieaoBaHue Tutpos ANCA gaa
060CHOBaHHOTO peLleHns 06 U3MEHEHNN Tpeanum

11. Mbl peKkomeHAyeT NPoBOAUTL AONONHUTENbHOE 0bcnef0BaHMe Y NALMEHTOB C HEOHBACHMMOM NePCUCTUPYIoLLEl remaTypuen
0,0 HaYana npumeHeHus Lo

12. TMnorammarnoby/MeHMM1A 4acTo OTMeYaEeTCa Nocae Tepanun pUTyKcumabom. Mbl peKomMeHayem UccnesoBaTb YPOBEHb
CbIBOPOTOYHbIX UMMYHOT0BYIMHOB Mepes, HavasloM KaxKA0ro Kypca PTX, U y MALMEHTOB C PeLUAMBUPYIOLLUMMU UHOEKLMAMM

13. Mbl pekoMmeHAyeM NpPoBOAUTb NEPUOANYECKYIO OLLEHKY KapAMOBaCKyIAPHOrO pycKa y nauyieHToB ¢ AAB

14. Mbl peKkoMmeHAyeM NpefocTaBAATb NaumMeHTam ¢ AAB nogpo6Hble YCTHbIe PasbACHEHWA, KacatoWwMeca NpMpoabl X
3a60/1eBaHWSA, BaPNAHTOB JIEHEHUA U HEMOCPEACTBEHHOO U OTAA/IEHHOTO NPOrHO3a

15. Mbl pekomeHAyeM Mo 3aBepLUeHUN HAYKLUMOHHOM da3bl N1e4eHns NPoBOAUTb OLEHKY NaLMeHTOB ¢ AAB B OTHOLIEHMM
KOMOPBUAHBIX COCTOAHWUIA U UX BAAHWUA Ha TeuyeHWe 3abonesaHus. MaumeHTam cnegyer NocoBETOBaTb NPOBOAUTD
COOTBETCTBYIOLLYIO NOAAEPKMBAIOLLYIO TEPANUIO MPU HEOBXOANMOCTU

YpoBeHb
A0Ka3aTe/IbHOCTH

3

3

1 ana MMA/MIA
3 gna 3rMA

1

1 gna FMMA/MMA
3 ana3rMAw Ue
4 nna 3IMA vn Ptx

1

3

1 gna FMA/MNA
3 ana 3MMA n Asa

4

CreneHb
pekomeHaauun

C

C

A
C

B ons M1x
C gns MM®

A ana MMA/MMNA
CanadlMAun Lo
C ana 3IMA un P1x

B

G

A ania TMA/MNA
C pna dIMA un Asa

)i}



eular

fighting rheumatic & musculoskeletal
diseases together

PekomeHgauun EULAR-ERA/EDTA
J O6octpeHns B 3aBUCUMOCTU OT BbiGopa Npenapara
AsaTtnonpmtH 29% vs putykcmmab 5%
0 O6ocTpeHus yaule pa3BUBaOTCA Y MONOAbIX NALMEHTOB, KOTOPbIE NOMYYUAN
MeHbLIMe A03bl UnKkaopochamuia 1 NOAAEPKMBAOLLYIO Tepanuto
MUKOoPEeHNAaTaMM

Pe»@bﬁpnﬁ;eueﬂﬁwﬁ@éuﬁwa npy ANCA-accouMnpoBanHbiX BacKyMTax

NHAayKunAa

4 BBeaeHMA No 375Mr/m2 c HTepPBaIoOM B HeAEN0 MeX Ay BBeAeHUAMMY

4 BBeaeHnA No 375Mr/M2 c UHTEPBAZIOM B HEZE/IO MeXAy BBeaeHUsaMM Natoc 1 BBeaeHne yepes 1-2 mecaua
MNopaepka

1000 mr kKaxagble 6 mecaues

1000 mr kaxkable 4 mecaua

1000 mr Kaxable 6 mecaues B TedeHue 2 net

4 BBeaeHMA nNo 375mMr/m2 ¢ MHTEPBA/IOM B HEZEN0 MEXAY BBeAEHUAMU, UK 2 BBeaeHMA rno 1000 mr c MHTepBaiom B 2
Heaenu Ha OCHOBaHWM NabopaToOpPHbIX AaHHbIX

1000 mr kaxapble 12 mecaues

500 mr gBaXkabl C UHTEPBANOM B 2 Hegenu, NOBTOPATL KaXable 6 mecaues, scero 5 Kkypcos



[loaxoabr I KOHILIEIIIINN Ha CeTOAHSIITHUNM 4€Hb:

Lukaodochamug u purykcumad B coueTaHIUM C KOPTUKOCTEPOMAaMIU
9(pPeKTUBHBI U A0CTAaTOYHO De30I1aCHBI AA51 MHAYKIIVIOHHOM Tepallny,

9 PexTuBHOCTL pUTyKCMada He 1pesbiIaeT 9PQPeKTBHOCTb
nukaodocdamnga

Pe>xxyMbl Oe3 1cIi04b30BaHMs [1KAOpOochaMiiga, NAN C UCIIOAb30BaHIEM
ero B MEHBIIINX A03aX aCCOLIMMPOBaHbI € 00ee BLICOKOI 4acTOTOM
peLnABOB

Pemuccnn 39-93%, penmauset 0-50% (darme ecan antu-I11P-3)
IToaaep>xuBaronias Tepanus TpeOyeTcs BceM IalllieHTaM, 3a
JICKAIOYEHEeM TeX, KTO OCTaeTCs AaAn3-3aBUCYIMBIM I10cAe 3-4 MecsLIeB
VIMMYHOCYIIPECCBHOII Tepalliyl U He MIMeeT BHeIIOYeUHbIX ITPOsIBACHII

B kagecTBe 1mogaep>xuBaloiiero nperapara putykcuMao odaasaer
IIperMyIlecTBaMy Iepes a3aTuoIPUHOM

B 2018r putykncmab 6611 0400per FDA aa4 noaaep kusaroiien Teparnnn
ANCA-acconumpoBaHHBIX BACKYAUTOB

Konnenums L-TROT (Long Term Remission off Therapy): TpeGyercs 12-60
Mecs1eB 40 4OCTVIKeHMsI, Hy>KHBI O0/1ee ObICTpble IpeliapaThl C MEHBIIM
PUCKOM MH(]EKIIMOHHBIX 0cA0XHeHn (Rtx>A3za)



MI/IHI/IMI/IS&HI/IH NCIIOAb30BaHVISI KOPTUKOCTEPOMNAOB
VHayxivst: 2 40351 pUTYKCMada, HU3KMe 4035
nukaodocdammga b redeHre 3 MeCiALIeB, KOPOTKUI KYPC
KOPTUKOCTeporA0B (1-2 neaean)

PesyabraTsl: 49 604AbHBIX, HAOAIOA€HIEe B TedeHNe 12 Mecsiies.
Bce manmeHnTsr gocturan pemyccui, 2 00ALHBIX, TPeOOBaBIIIMX
AVlaAu3a B Ha4aJe Tepaliny, COIAN ¢ AMaan3a. ToAbKO B 3
cAy4dasx HOoTpeOO0Baa0Ch BO30OHOBAEHNE KOPTUKOCTEPOVIAOB

Pepper et al. Rheum, 2018



3aKklo4YeHue

O HepasHo onybnnKkoBaHHble M pekomeHaaunu EULAR no CKB a AAB noasoaAaT
NTOr nccnegosaHnAmMmK, 3aeeplleHHbim ¢ 2012 no HacToAllee Bpems

1 B HMX He BOLWM MHOTrMe HOBble NpenapaTbl, UCC/Ie0BaHMA NO KOTOPbIM
NPOAO/IKAOTCA

1 HaxopAaTca B cTagmMun NnoarotoBkM obHoBAeHHble pekomeHaaummn KDIGO no
NeYEeHUIo rnomepynoHeppuUToB

U Cutyauma B nedyeHnn rmomepynspHbix 3aboneBaHnin — ObiCTPO U3MEHALAACS
061acTb, MOXKeT bbITb Yepe3 2-3 roga NoABATCA AaHHble MO NPUMEHEHUIO HOBbIX
TApreTHbIX NpenapaToB, B TOM Yuc/ie NHrimbmutopos komnaemeHTa npm CKB u
AAB

[ A noKa — nomeHbLe cTepon0B 1 cTapbiv A4o6pbii Luknobochamua, ana
MHAYKUMK, @ ANA nogaepKKn asatunpuH npmn CKB n putykcnumab npu AAB



