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BacKkyauTel - rpynna 3a00jieBaHui, XapaKTepu3y 0IIUXCs

HEKPOTU3UPYIOLINM BOCHAJICHUEM COCYIMCTON CTEHKH C

HApYUIEHUEM KPOBOTOKA U (MHOLIA) HeJOCTHOCTHU cocyaa,
KJIACCHPUUHMPYEMBIX 110 KAJTUOPY MOPAKEHHBIX COCY/IB
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AHLIA-accounnpoBaHHble Backynutbl (AAB) — Tshxkenoe,
XU3HeyrpoxarlLliee 3aboneBaHne ¢ TeHAeHUNEN K POCTY
pacrnpocTpaHeHHOCTU B HacTosLlee BpemMs

U NMMKOM 3aboneBaemMocTu B Bo3pacTe 45-55 net
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% of all glomerular disease blopsy diagnoses
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- |gA Nephropathy Fibrillary GN

Haunbonee 4actaa npuyuuHa BINrH

YacTtoTta nopaxeHust NoYeK Npu pasnnyHbIX y N1l NoXunoro Bo3pacTta
Ho3onorn4vyeckux ¢popmax ANCA-AB

3aboneeaemoctb AHLIA-CB: 4 - 250 cnyyaeB Ha 100.000 HaceneHus
(B Poccuinckon denepanimm He yctaHOBIEHA)



Mopdonornyeckum cyocrtparom BINIMH B pamkax ANCA-
accouMUpPOBaAHHOIO BaCKynuTa ABNSETCHA O4aroBbIN U
CerMeHTapHbIN HEKPOTU3UPYHOLLUNN FMOMEPYSTUT C BbipaXeHHOWU
3KCTpaKanunnapHou peakuuen u cbopmmupoBaHUemM NONynyHUN

pa3HON CTeneHn 3PerioCTM.
J R0 % / \)




Mopdornorun4veckas knaccudvkauma ANCA-

accouumnpoBaHHoro I'H (A.E.Be
2N T =

CMeLllaHHbIN




[MporHo3s manonmmyHHoro ANCA-BIIMH

‘ B ycnoBusix Tepanum
8 o N

HebnaronpuaTHbIN — f BbiknBaemMocCcTb NauMeEHTOB

HeusbexxHa TepmuHansbHasg XIH, 1-neTHas — 77,5-99%
BGOMNbLLINHCTBO DOSIBHBIX YMUPAET ‘5-neTHad — 45-81%

B Te4eHwue 1-ro roaa BCrneacreme 25% BBRKUBLLXX OONbHBIX
aKTUBHOCTU DOre3Hmn

octatotca -3aBncmnmbiMin

B.Hellmich et al / European Vasculitis Study Group. Ann Rheum Dis 2007; 66:605-617



Llens cooOuweHus

1 PeTpoCneKTUBHbLIW aHaNu3 onmxauwunx

n OTAAaNEeHHbIX pe3ynbTaToB
MHOYKUMOHHOU Tepanun bBIMIMH npwu
BrnepBble BbISABJIEHHOM AHLIA-
BacKynurte B 3aBNCUMOCTU oT
rMMCTONAaTONIOrM4ecKoro TUnNa
noBpexaeHnsa Kriyoo4koB C OLIeHKOW
npeguKTopoB 3dheKkTa Tepanuu



130 naumMeHToB C BnepBbLIe BbISABIEHHbIM
ANCA accouuunpoBaHHbiMm BI1IMH, neyuBwuUxca B
KB Ne52 13 MockBbl B 2002-2016 rr

115 naumeHToB ( 83.5%) c 15 naumneHToB (11.5 %) ¢
Mopdonornyecku KIMHWYECKOW KapTUHOWM

BepupnUNpOBaHHLIM ANCA Backynuta u

MaJIOUMMYHHbIM Hanuuuem aHTUTen K
HeKkpoTusupyowmm FH MPO u/vnun Pr3

= AT MPO
AT PR3
m ANCA=neg



Xapaktepuctuka nauneHToB

MokazaTensb 3HaueHue lMoka3aTenb 3HayeHue

180-1500

Mon (Myx/keH), n 55/75 (1:1.5) SCr, MKMonb/n 560 [380: 830]

56+14.3 OnutenbHOCTL NOYe4YHOoMn
Bospact, net (40% >60 nerT) HeAOoCTaTO4YHOCTU

6 (4;11) Hen

7.6 [4.6;12.5]
COJ, mm/y 59.5+ 20 [lotpebHocTL/B3MT 56%
Fematypus 3+/4+ BVAS, 6annbl 25,6 +8.6 (18; 36)
CyTouyHasa npoTenHypus 1.9[0.2; 4.0] eHepanu3soBaH copma, n

Jlero4yHoO-nNoYeYHbIN C-M Tskenasn popma, n
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Xapaktepmnctuka 60nbHbIX

1 Y Bcex bonbHbIX OHC +HC;

1 remaTtypus — Bce n/3peHus — 30-50 n/3p
1 npotennypua 1,9 (0,2; 4,0) ricyr

1 Y 115 60nbHbIX BbIMOMTHEHa OMONCUS MOYKMU:

1 KnyOo4KOB ¢ nonynyHuamm — 61 (39;87) %

1 AHLIA + 88,7 %:
p-AHLA - 56,5%, c-AHUA — 33,5%,
negat. = 11%



Mopdonornyeckas
XapaKkTepucTukKa
HeKpOoTU3UpYyoLWero nayum-
nmmyHHoro ANCA-AB TH B
uccrneaoBaHHOM KOropte 00MnbHbIX

YnCno MHTaKTHbIX KNy60o4KOB 19 [8; 33]

O6Liee YnCcno KNyo6oUKOB €

Yncno knetoyHblx/ dnbposHo-

. 32 [13; 59]
KINETOYHbIX NOJTYITyHUN

YUucno rmobanbHo

26 [11; 50]
CKMNepo3UpOBaHHbIX KNyOOYKOB

TyBynonHTepcTULManbHbIN CKNEPO3

30 [20; 50]
(oT nnowanm KOPKOBOIro BeLLeCTBa)

[paHyrnemaTo3HbIn

0
MHTEpPCTULMAnNbHbLIN HedpuT, N (%) 19 (16,5%)

HekpoTtuaupytowmn sackynut, n (%) 4 (3,5%)

A.E.Berden et al 2010




[MpoTOKOS NEYEHNSA NALIMEHTOB
PeXXum MHAYKLUMOHHOW Teparnuu npu BrnepBbie BbisBrieHHOM ANCA -

BacCKynuTe
MeTtunnpeaHn3o0soH
500-1000 mr Neo 3-4 npenHM3ono|.|
60 mr/cyT C

MOCTENEHHbIM
CHVXeHnemM 403bl

y 56% 0-x
LinknogocgaH 6-10
JJ J_,“‘J'JJd I /J _,/

Vel
C YYETOM BO3pacTta

cl,
/A
N CRO

+ BbICOKOOOBLEMHbIN MNP
+ Hecneundnyeckmmn
+ RTX (21 6-1 u3 130)

UMMYHOrrno6ynuH 0,5 mr/kr
375 Mr/1.73 m?

Ne 4 nnm no 1000 mr N 2 Hen

NoapepxuBarowana Tepanms
« KC 5-10 mr/cyT +/-A3A (1-2 mr/kr/cyT)man MM® go'2,0 re cytku/LI® 1 pas B 2-3 mec

« putykcumab 500 mr 1 pa3 ¢ nHtepsanom 6-9 mec.




OLEHKA SQPPEKTA TEPAINMUA

B TeYeHMe 3-x Mec OT Hayana repanuu

1 YnyduweHune (pyHKLUM NOYEK:
- Hopmanu3auunsa /| CHUXeHune Scr KpoBu U
npekpauweHue notpedbHoctn B 'l

1 YMeHbLlUeHNe BbIpaXXeHHOCTU MOYeBOoro
CUHApoMa



brivikaniwun acphekT MHAYKLMOHHOU Tepanuu
B oOLlien rpynne nauumeHToB

Mokasarenu WHAYKUMOHHaA Tepanus

A0 nevyeHus K KOHUY Tepanuu

SCr, MKmonb/n 560.[390; 825] 190]145; 390] <0,05
pCK®, mn/mun/1.73 m? 7.5 [4,6;12,5] 27,9 [11,2; 38,9]  <0,05
NMotpebHocTs BT, n (%) 69 (56%) 21 (17%) <0,01
[emaTtypus 4+ 1+H2++ <0,01

[poTenHypus, ricyT 1,8 [0,3-4,0] 0,8 [0,5 -1,8] <0,05

Bnvxanwmnn acpchekT Tepannum JOCTUTHYT bornee YeM y 2/3 6onbHbIX (84%)




brivikaniuune pesynbTaTthbl fie4HeHUs
AHLIA-BIIH

6e3 achcpekTa; 12
Pemuccuu Habnroganuck

OHVAI-II_IaKZBO qac;r: A nosfiHas pemMuccus,
npu pAHLUA v c-AHLU 37

77% ynyuwenue
hpyHKLUMU noyek

Cpok BO3HUKHOBEHUSA C
pemMmuccum: 6. - 20

- A npexpalleH
(9 (8:15)) Hen ‘ y 48 u3 69
(69,5 %) B HEM

YyacTU4Has Hy>aaBLLMxcA
pemuccus; 56




OTtaaneHHble pe3ynbTtaTbl neyeHusa ANCA-BIIMH B uenom
BO BCeW rpynne nauueHToB
(BbKMBaeMoOCTb K 5- n 7-neTHeMy CpoOKy HabnroaeHus)

20 40 60 80 100 120 20 40 60 80 100 120 140 160

MecC. C MOMEeHTa AnarHoCTmkKm MecC. C MOMeHTa ANarHoCctTtmkm

BbikmBaemMmocTb 00NbHbIX NMo4yeyHana BbHKUBAEMOCTb



BbKMBaeMOCTb 00MbHbIX U MNoYe4yHasi BbLDKMBAaeMOCTb
K 5-neTHeMy CpOKy HabnrogeHusa B 3aBUCUMOCTM OT Bo3pacTa

A. b.

o 20 40 60 20 40 60 80 100 120 140

MecCc. C MOMeHTa OMarHOCTUKum Mec. C MOMeHTaT AnMarHoctTmkm

BbbkuBaemocTb nauneHToB (A) n noyeyHas BbbkuBaemocTb (B)
B BO3pacTHOM rpynne monoxe (— ) wu cTtapuwe (---) 60 ner

B MHorocakTopHOU perpeccnoHHou mogenu Kokca puck cmeptu
naumeHToB >60 neT ¢ KaXXabIM roaom XnsHum BospacrtaeTt Ha 4 %




OTcyTcTBME CBA3UN Mexay cepornorudeckum tunom ANCA un
BbIKMBaeMOCTbIO NaLUUEeHTOB U NOYEeYHOU BbDKUBAEMOCTbIO

NMo4yeyHass BLDKUBAEMOCTb
Mec. C MOMeHTa AMarHOCTUKN

BbiknBaemoctTb 60nbHbIX

20 0 20 40 60

Mec.C MOMeHTa ONarHoCTtumkm



BbikMBaemMocCTb NauyueHToB U novyeyHas BbikupaemocTthb npu ANCA-
BIMNIMH Kk 5- n 10-neTHeMy CpoOKy HabnwaeHUA B 3aBUCUMOCTHU OT
noTpebHOCTN B remoamnanunise B AeodloTe 3adborieBaHuA

LA N L RN ENE YRR NE S N Y RERJIENNE]

56%

'O B neGoTe

9  ecTb
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MecsiLbl C MOMeHTa AMAarHOCTUKU MECsLIbI C MOMEeHTa ANarHocTuku

BbiknBaemMmocTb naumeHToB MoyeyHas BbLHDKMBAEMOCTb



TaxecTb NOYE4YHOro NOBpPEeXAeHNs —
npeguKkTop, HO He abCONIOTHLIU
HenoCcpeACTBEHHOro orBeTa Ha Tepanuio

ypoEeHs
KpeaTHHMHE
KPOEMW K

O Hadany
TEPENMK,
MEMO BT

1 000

NonH=A YACTHYHEA OTCYTCTEWE
PEMIACCIHA PEMUCCKA adekTa

CBsA3b MexAay MCXoaHbIM
SCI U OTBETOM Ha Tepanuio



JAunnamuxka pCK® nox BJIMssHUEM JIlnnamMuka SCI noj BJIAUsIHHEM
HHAYKUHUOHHON Tepanuu UHAYKIMOHHOW Tepanuu

IPH Pa3sHbIX MOP(OIOTrHYECKUX IPH Pa3sHbIX MOP(OIOrHYEeCKUX
tunax ANCA-BIIT'H Tunax ANCA-BIIT'H

|:|CK<D EkpeaTMHMH

ncxogHasa NCXOOHbIN

|:|CK<D |:|eraT VHUH

rniocrne neveHus
dhokanbHbIN CKIepo3upy oLy dhokarnbHbIN

3KCTpaKanVIJ'IJ'I9|pHI:IIZ CMeLUaHHbIN

nocrie neyenHns
CKIepo3unpy oLLmn
QKCT pakanusspHbIn CMeLLaHHbIN




YactoTa HenocpeacTBeHHOro adbdgekra Tepanmu
3aBUCUT OT NMNaTOrMCTONIOrMYeCKOro Tuna
rrioMepynsapHbIX N3MEHEHWN

63
57
92
I I I |
ovaroebi N'H 3KrH CKNepoTHY CMellaHHBbIH
m acheheKr B npekpawexse [0




BoiknBaemocTtb naumeHToB ¢ ANCA-BIIINH K 5- n 7-neTHemMy CpoKy
HabnOeHUA He 3aBUCUT OT TMCTOMOPOSIOrM4eCcKOro Tuna Mu3aMeHeHun

NMOYe4HbIX Kﬂy60q KOB

Y cmewwaHHbIN

I
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5 skcTpakanumapHbIini
-+

Y dhokanbHbIN
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MecCc, C MoOMeHTa AmarHoCTkKmnm



Bnvxanwmnm adpdekT n 5-neTHAA novye4yHasa BbKMBaeMOCTb Npu
pa3HbIX TMCTOMOPMONOrM4eCcKUX TUnax noBpexaeHns No4YeYHbIX

knyooukoB npu ANCA- BINlrH
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Cesa3sb MeXAY HEKPOTU4YeCKUMM,
CKnepornyeCKMMm1 "SMEHeHnAMun, Hasfimdunem
MHTAKTHbIX HerpOHOB U HernocpeacCcrBeHHbIM

addbekTom Tepanun npu ANCA-BININAH
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% WHTAKTHbIX KNy o4KOEB

NanH&E A YECTHMHEA OTCYTCTEHE nanHas YACTHYHAA OTEYTCTEME nonHaa YACTHYHAA OTCYTCTEME
PEMWCCHA M peMUccHA N 3(derTan pemuccna n 8 pemuccuan addextan 12 pEMWCCHMA N pEMHCCMA N ShiberTan
9 12 12 z 9 12 '

% Knyb6o4koB % Knyb6o4KoB % WHTaKTHbIX
C HEKPO3OM CO CKJ1IEpO30M Knyo6o4koB

EropoBa E.T. U coagt. 2009



OueHka NPOrHOCTUYECKOro 3Ha4YeHUA oTAeNnbHbIX MOpPdoNnorm4ecKknx
npuszHakoB ANCA-BININH B mHorodakTopHon moaerin Kokca

_ 95.0% CI for Exp (B)
MMcTomopdonornyeckue NpmU3HaKku Sig. Exp (B)

Lower Upper

TybynouHTepcTUUManbHbIN CKnepos, % : : 977 1.017

Mmomepynocknepos, % : 991 1.049

MonynyHunsa, % . 982 1.030

UHTakTHbIE KNybo4kun, % : : .889 972

BackynuTt : : .109 2.192




3aknw4vyeHue

CoBpemeHHasa Tepanua AHLA-accouunpoBaHHOro
BIMNIMH komouHaumen KC un LlutoTokCcuUkKoB paer
HenocpencTBeHHbIN 3P deKT He MeHee YeMm B 2/3
crQly4yaeB U OTAANEeHHbIU — MPUMEPHO Y NOJSIOBUHDI
OOJIbHbLIX, YTO onpenenaeTcs TAXKECTbIO NOYe4YHOoro
NOBPEXOEHNA U XapaKTepoOM N3MEHEHUN KIyoo4YKoB
K Havany nedvyeHus. OnTumanbHble pe3ynbraTthl
aocTurarTcd npu oyarosom N'H, MUHUManNbHLIU
adbdeKkT — npu ckneposupyrowem N

MCTONOrMYEeCKUU TUN KNyOOUYKOBbIX NOBPEXAEHUN —
NyYlUMN NpeanuKTop oTAarieHHOro NpPorHo3a;

MporHocTnUyeckas posib Noka3aTens KpeaTuHUHa KPOBM
K Havany Tepanuu MMeeT OTHOCUTENbLHbIA XapakTep

Bbrnoncusa Nnovku urpaeT BaXXHeuULWYHK PoOSib B peLueHUuun
BOMpoOCa O TepaneBTUYECKON TaKTUKE



OCHOBHbIE PEKOMEHAOALIMN EULAR/ERA-EDTA
MO JIEHYEHUIO AHLUA-BACKYITUTOB (2016)

1. l'pu erepesie 8bisierieHHOM XuU3Heyepoxaruiem AAB pekoMeHOyemces riedeHue
kombuHayueu KC ¢ LU® unu ¢ RTX

2. pu ebicokolu akmuesHocmu AAB u ypoeHe Scr = 500 MKkmMmoriblii, a makxe rpu
J1e204HbIX KposomeueHusix pekomeHOyemcs 10 (8 pexxume Ne7 3a 2 Hederu ¢

3ameuweHuem obrema riasmel 8 Kosi-ee 60 miil/ke eeca)

3. [pu KnuHu4Yecku msixernbix peyuousax ¢ XU3Hey2poXXarowuM rnospexxoeHuem
op2aHoe criedyem rpoeodums makoe e riedeHue, kak 8 0ebrome 6ore3Hu

4. lNpu pechpakmepHocmMuU K UHOYKUUOHHOU meparnuu pekomeHOyemcs cmeHa L{® Ha
RTX unu RTX Ha LI®

5. B kadyecmee rnnoddepkusarowel mepanuu pekoMeHOyemcecs KombuHayusi HU3KUX
0o3 KC (5 mele) u asamuonpuHa (2 melke) nubo RTX unu MM®

6. [podormkumernibHocmMb NoooepXKuUsarowWet mepanuu ripud cmoukou pemucuu
O0/IKHa cocmaerisime 1o KpauHeu Mmepe 24 Mec.




OCHOBHbIE PEKOMEHAOALIMN EULAR/ERA-EDTA
MO JIEHYEHUIO AHLUA-BACKYITUTOB (2016)

/. Ha cpone ripumeHeHus RTX 803MoOXHa 2urnmoumMmyHO2mnobyrnuHemMus,
1os3momy riepeo KaxxobiM KypCcoOM 88e0€eHUS rpernapama, a makxe rpu
peuudusupyrowux UHQEKUUSX criedyem oueHusams ypo8eHb
UMMYHO2/106yr1UHO8 Kpo8U U pelamb 80r1poc 0 88e0eHUU

UMMYHO2/100y/1UH08

8. lpu peweHuu soripoca 0b usmeHeHUU mepariuu uMmeem 3HadeHUe
oUeHKa obuwe20 KIuHU4YeCcKo20 cocmosiHUsi nayueHma e bosnbuwel
cmerieHu, Yyem daHHble 06 yposHe 8 kposu AHLIA-aHmumen




Glucocorticoid Dose

(ovd}eneﬁuum PN B

Bo3pacm < 60 nem 12,5

60-70 nem 12.5 10

> 70 nem 10 7,5




KombuunposaHHaa tepanna AHLUA- BINITH LldP+ RTX /s.McAdoo et al 2019/

2 Hepens

4.6,8,10 Hepenu
1 Hepens

2 Hepens

3 Hepens

4 Hepend

6 Hepens

12 Hepens

20 Hepens
[loodepxusarowias mepanus

[pogbunakmuyeckas meparnus

Lo
[1peaHn3osoH
BHYTPb

25% cHmXeHune
33% CHWXeHune
33% CHWXeHune

25% CHWXeHune

A3za
MM®

KoTpumokcason

= — —

10 Mr/Kkr(makc 750 mr)
1,0r

10 mr/kr (makc 750 mr)
500 mr-Ne 4

1" mr/kr(makc 60 mr)

45 mr

30 mr

20 mr

15 mr

MuHumym 12,5 mr
10 mr

1-2 mr/kr

1,0-2.0 r/c.

480 mric



AODEKTUBHOCTb TEPAMNUN AHLIA-BINTH KOMBUHALUMEN RTX n Ll
B CPABHEHUWN C TEPANMEWN HA BA3E L@

Mortality S.McAdoo-et al' NDT 2019;34:63-73

CpaBHuTternbHbiW aHanus «Cny4dan-KoHTponb» ¢ KOHTPONbHOW rpynnown,
nogobpaHHou 13 nccnegoaHna EUVAS.
Mopenun Kokca perpeccum nporopuUrMoHansHbIX PUCKOB.

OTHocKuTCA K cnyYyasaM ¢ Scr He 6onee 500 mkmonb/fn, He Tpebyowum [MO.
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