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JlokanbHo-novyeyHbit ANCA-BAaCKyuUT Y
neten:
noyemy CTpaaatoT TO/IbKO NOYKHU

C.C. NayHoBa, H.B. J1abytnHa, M.H. 3ybasuHa, M.M. LUnbunosa,
C.X. KypbaHosa, M.C. A3uc, E.C. Cronapesuy, H0.U. CemuHa



International Chapel Hill Consensus Conference on the Nomenclature of Systemic
Vasculitides (CHCC2012/1994)

Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis

Polyarteritis Nodosa ’ Anti-GBM Disease
KawasakiDisease

A

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis
’ Granulomatosis with Polyangiitis
' (Wegener’s)
Eosinophilic Granulomatosis with Polyangiitis
(Churg-Strauss)

Large Vessel Vasculitis
Takayasu Arteritis
Giant Cell Arteritis




ANCA-accounnpoBaHHble BaCKyAUTbI

PacnpocTpaHeHHOCTb Y B3POC/bIX
* B EBpone - 13 oo 20 Ha 1 mAH (Watts RA et al, NDT 2015, 30 S1)

PacnpocTpaHeHHOCTb cpeaun AeTeu
* 3,4—4,3 Ha 1 mnH (Hirano D et al, Pediatr Nephrol. 2019 Aug;34(8):1425-1433)

* OpaHuma —0,1-0,45 Ha 1 MmAH (Sacri A et al, NDT 2015, 30 S1)
* lIBeuna — 1,4 Ha 1 mnH (Mossberg M et al, Scand J Rheumatol. 2018 Jul; 47(4):295-302.)

* KaHaga — 2,75 - 6,39 Ha 1 mAaH (pocT 3a nocneaHue roabl) (Grisaru S et al, J Rheumatol.
2010 Feb; 37(2):440-2)

e 1>M, nuk B 12-14 net



bBupMuHreMcKHil HHAEKC KIIHHHYecKoii akTueHocTn CB.

1. CucTeMHbIE NPOABICHHA: bann

1. Muanrun/ apTpanrun/ apTput 1

2. Jluxopaaka (<38.5°C) 1

3. JIuxopanxka (>38.5°C) 2

4. Tlorepa macce! Tena (<2 kr) 2

5. Iloreps macce! Tena (>2 Kr) 3
MAKCHMAJIbHO: 3

ooooag

L

. Camzucreie 060m04kn/ raasa: bann
1. SI3BBI TIONOCTH pTa
2. 513BBI NONOBBIX OPraHOB

2. Koanble IOKPOBLI: bann
O 1. [lypnypa/ npyroit BaCKYINT KOKH 2
O 2. f3ewu 4
O 3.Tl'anrpena 6

O 4. MHuOKeCTBEHHBIE TaHIPeHBI IANBUEB O
MAKCHMAJIBHO: 6

4. JIOP- opransi: bann
O 1. Beigenenus/3atpy/1. HOC. BIXAHHS 2
O 2. Cunycur 2
O 3. Hocosoe kpoBoTEHeHHE 4

3. KoublOHKTHBHT

4. DnuckaepuT/ CKIepuT

5. ¥Yeenr

6. Otex/ reMopparus CeTHaTKH

7. Perpo- opGutansHas rpagyneMa
MAKCHMAJILHO: 6

ooooooo
=== I

Huaeke noppesnenns

IpuInak (NPOIOEKHTEALHOCTLIO HE MeHee b Mecauen)

banam

Opean spenun (Kancdsiit 21a3) NPu KAUNUYECKOT DNERKE

Jhwbas karapakra

Hamenenns ceruaTn win ii'[pl"l'ﬂﬂ IPUTEALHOTO HEPBA

5. Jlerkne: bann

H?PEH’M cucmema

Koruurnsxeie HAPYIWICHHA (CHHKECHHE NaMATH, TPYAHOCTH CO CHETOM, IIOXAH KOHUCHTPALLHA,
TPYJAHOCTH B p.'l'\l'{)ﬂl\plll'lﬁ PeuH HIH MHCBME, Hﬂp_\']l[k‘lll"drl YPOBEHE HCIOMHEHHA ) HIH
BOILIINE NCHXOIEI

Cynoposusie npunazxu, Tpedyromme neyeHns donee b mec

Hucyasti koraa-nnbo (cuer 2 Ganna, ecnn >1)

‘ll.‘pl.‘lll{l!-h!\)'il 'OBAA MK ||C|!1[th0|\li‘{k?l.‘h‘3ﬂ HEBPONATHA (HCKIIOYAN 3pH IC,'JE»HS"K'I]

Honepeunpii Mmpeant

Houru

KnyGoukonas funstpawna < 50 ma/mun

Ipotennypus >3.5 r/24 uaca

HJIH

KoHeuHas CTains noueqHoro 3adoiesanis (HEIBHCHMO OT AMAIN3A WiN 'I'P'diw[l:laii'rill[l‘l[]

O 1. Ogsnuxa/ actma 2

O 2. Viaenkn wm gudpos 2

O 3. Uadunstpar 4

O 4. Kpoeoxapkauue 4

O 5. [lnespaneHblii BHINOT/ IICBPHT 4

O 6. Jlerounoe kposoTedeHue 6
MaKCHMAJIBHO: 6

7. enyaouHo- KHIIEYHBIH TPAKT bann

O 1. bons B kHBOTE 3

O 2. Kpoeasaa auapes 6

O 3. Uadapkr kumevHuka 9

O 4. Ilaskpearnt/nepdopariis .1, 9
MAaKCHMAIBHO: 9

9. HepBuas cucrema bann

O 1. Opranuy HapyiieHus, 1eMeduus 3

O 2. [lepudepuyeckas Heliponatus 6

O 3. MuoxecTe. ABAraT. MOHOHEBpUT 9

O 4. Cyxoporu 9

O 5. Uncynet 9

O 6. lopakenne cnHHHOTO MO3ra 9
MakcuyMaLuo- 9

Jezkue

Jlerounas runeprensng (Bubyxanue npasoro xeaytouxa win 3soukuii 1l Tou)

Jlerounstit mGpos (hHIMKATEHO W PEHTTEHONOTHYECKH )

CMOPIIEHHOE NETKOE (PEHTTEHONOTHHCCKH)

ILnespanbistii pubpos (peHTreHonorneckn)

Huapxr 1erkoro (peHTreHonornyeckn)

Cepdeuno-cocyOucman cicmema
CTeHokapana Win aopT

¢ IYHTHPOBAHHE

Hudapkr muokapaa koraa-nubo (cuer 2 6amna, econ >1)

Kapanomuonamus (ancyHELNA KEay10MKOB)

INopaxenne KIaNaHOB (IHACTONMMECKHIT HIN CHCTONMYECKHIT wyM >3/6)

IlepukapanT B Teqenne 6 MeC (WIH NEPUKAPIIKTOMMUA)

Hepughepuneckue cocyom

ey NUAACH XPOMOTE B 6 mec

Hebonsuwan NMOTEPA TEAHH {«1OIYIICHKL R nanksua)

Fuaunrensuan noTepA THAHW Koraa-nnbo []I!TILT.I}'I MANLLA HIH KOHEMHOCTH) (CHeT 2 ecnn > vuem
B OHOM MECTE)

b2

Benoauuii Tpl‘l\[ﬁo'i € OTEKOM, HIBLAIBICHHEM HIH BEHOIHEIM CTAI0M

Aeayo WIEH B My

Hliq.'lﬂpk—f, PCICKLMA KHINCHHHED (Hme |2-[]L‘|'PL'TH(‘I"! KHIIKH ), CENEICHKH, MEYCHN NN
FEMHHOTO MY3LPA, KOraa-1ubo no modsiv NpHYHHAM (cqer 2 ecnmn Goee MM B 0IHOM MECTE)

M CICHTCPHANLHAA HEAOCTATOMHOCTE

X POHHHECKHH NEPHTOHWT

CTPHKTYPEI §

1 XHPYPrHUecKHe onepaunn na sepxueii vactn KT

KpuTepun NOCTaHOBKU AMArHO3a

* Mopdonorua — 30/10TOMN CTaHAAPT

* BUpMUHIreMCKNN NHAEKC
KJIMHNYECKOU aKTUBHoOCTU BVAS
2003

* 10 rpynn npu3HaKos (makc- 60
6annoB) -HebnaronpmUATHbLIN
nporHo3 — 6onee 20 6annos

* UHpeKc noBpexaeHua (Damage
Index)

* Heobpatmmblie nopaxkeHua 11tu
cuctem (makc-47 6annos)

KP no duazHocmuKe u ne4eHuUrO cucmemMHbiX eackynumos, 2013,

Accoyuayua peemamonozoe Poccuu



[leapnaTpunyeckme Kputepumn aktusHoctu AAB

Table 1 Modifications of items from BVASv.3 to PVAS

* Paediatric Vasculitis Activity g
SCOre (PVAS) - 2012 Section mygdiﬁcation PVAS item

° 9 KaTero p n l",'] General Revision Weight loss >5% body weight

Cutaneous New items Polymorphous exanthema

* 0 — 63 6anna pannicul
Skin nodules
¢ M 3MeHeHbI 2 2 «B3 p OCNbIX» Cardiovascular New items Bruits over accessible arteries

KpuTepus, obaBneHbl 8 g i

«ne |£|| A an MY CKUX» Abdominal Revisions Blood in stools or bloody diarrhoea

Abdominal pain
New item Bowel ischaemia

Renal Revisions Hypertension >95th centile (for height)
Proteinuria >0.3 /24 h, >20 mmol/mg
* TpebyeT yTOUHEHMUA creatinine
Haematuria >2+ or 5 rbc/hpf or red cell
casts
GFR 50-80 ml/min/1.73 m?

. GFR 15-49 ml/min/1.73 m?
Dolezalova P et al, Ann Rheum Dis. CRAS Ui T3

201 3 OCt,' 72 (1 0) 1 628-33 Rise in creatinine >10% or creatinine

clearance (GFR) fall >25%

BVAS, Birmingham Vasculitis Activity Score; GFR, glomerular filtration rate; PVAS,
Paediatric Vasculitis Activity Score; rbc/hpf, red blood cells per high power field.




Renal-limited vasculitis (RLV)
nsonmposaHHbIt ANCA-accoUumMmpoBaHHbIN HEPPUT
(noKanbHO-NoYeYHbIN BackyauT - JIMB)

* 1996 r. - 47-neTHAA KeHWMHa Nocne NevYeHNAa KUTAaUCKUMU TpaBamu
- nporpeccupytowee OTI1[,

- Bbicokue p-ANCA,

- pemunccmna nocne gauTenbHoro Kypca Lo

- BbICTpONpPOrpeccUpyoLMmM MHCTEPCTULMANbHBLIN GUBPO3 MU NOKAaNbHO-
NOYeYHbIN BAaCKYAUT? (Z Warikowicz et al, Pol Arch Med Wewn, 1996)

* «renal limited ANCA vasculitis» — nsonnposaHHbln ANCA-accouMnMpPOBaAHHbIN
HedpuT (Sven Weidner et al, Nephrol Dial Transplant 2004, Noriaki Sato, et al, CEN Case
Rep 2016, M. Jariwala, R. Laxer, Front pediatr. 2018)



Renal-limited vasculitis (RLV)
(nokarnbHO-No4Ye4YHbIN Backynurt - J1lNB)

« Tun ANCA-BackynuTa, npeacrtasneHHbln U3onupoBaHHbiM ['H ¢ nonynyHuammn 6e3 BoBrieyeHnsa apyrmx opraHoB
( B T.4. Nerkmx)

* [lpegnonoxeHwune, 4to JINB — nogtnn MIA wnu rpaHynemarosa BereHepa — Hannune (MPO)-ANCA n (PR3)-
ANCA.

« CoyetaHue JIMB u anti-GBM-AT 6e3 BoBrnedeHus nerkmx (Sven Weidner et al, Nephrol Dial Transplant 2004)

* B AnoHnn JIMNB — camas yactas npuynHa bINrH — 42%. (MPO)-ANCA - 88,1%, (PR3)- ANCA — 7,4%
(Kobayashi S et al, Kidney Blood Press Res. 2010)

« B CLWLWA — npeobnaganue (MPO)-ANCA (49%) npw JIINB no cpaBHEHUIO C NAUMEHTAMM C BOBTIEYEHNEM JTEMKNX
n moara (J C Jennette et al, Am J Pathol. 1989)

» 68-netHun naumeHT ¢ JIMNB (20% prnbpo3HO-KNEeTOYHbIX NoNynyHu) n Hanndmem Bcex AT - MPO-ANCA +
PR3-ANCA + Anti-GBM

YcnelwHoe neveHune nynbcamu MM, LI® 1 nnasamoobmeHom (Noriaki Sato et al, CEN Case Rep 2017)

78-neTtHAA naunenTka ¢ JIMNB nocne BakuymHauum «Pfizer-BioNTech COVID-19 Vaccine»

- NMpoTennypusa, mmkporematypusa, Oll1, nosbiweHne Tutpa (MPO)-ANCA, Mopdonornyeckmu- ManoMMMyHHbIN
HeKpoTusnpytowmnn I'H ¢ nonynyHuamu .

- Pemuccus Ha dooHe cteponaoB 1 putykcumaba (Muhammad Tariq Shakoor et al, AJKD 2021)



Knaccudpurauma bINrH

Tun BIINH | XapakTtepuctuka KnuHuyeckue BapuaHThl Yacrtora, %
| OnocpepnoBaHHblil aHTuTEnamu K BMK: nuHeit- | Cuiapom Nygnacyepa D
Hele oTnoxeHus IgG npu uMmMyHorMcTonoruye- | M3onmpoBaHHOE NOPaXeHWe NoYek, aCCOLMMPOBaAHHOE
CKOM MCCNenoBaHWK TKaHW NoYeK Cc aHtuTenamu kK BMK
I MMMYHOKOMNNEKCHBINA : [MoCTUHDEKLMOHHBIRA 30-40
rPaHyNAPHLIE OTNOXEHNA MMMYHOrNoOyNnHa B | MOCTCTPENTOKOKKOBbINA
KnyBouKax novkm [pw BUCUEpankeHLIx abcueccax

Twonyc-Hedput

[eMOpparvyecknin BACKYNUT

lgA-HedponaTra

CmeLwaHHaa kpuornobynuHemmna
Menmfnauonnonudenatuguuis [H

(- »

1l AHLA-acCoOUMMpPOBaHHBINA: [MA 50

ManoMmMMyHHBIW C OTCYTCTBMEM MMMYHHBLIX | MTTA

OTNOXEHWA NPYU UMMYHONOTHMY4ECKOM ncne- | IIMIA

\ [10BaHWN y
\' Coyetanue | u lll Tunoe - -

AHLA-HEeraTMBHbIN BACKyNUT NOYek: Nononatnyeckni

C OTCYTCTEMEM MMMYHHbIX OTNOXEeHWN




CtpaTterna segeHmna AHLA-BacKy/iMTOB

T0|'| Kniouyesble NonoXeHnAa KanHunuyeckux lNpakTtmyeckumx
PekomeHpauuin KDIGO 2021 no sepaeHunio AHLLA-
1 0 accoumMupoBaHHOro sackyaurta (AAB)

Aunarto3 AAB

[uarno3 AAB po/mwed ObiTb YCTAHOBNGH KaK MOXHO PaMblue, YTOObl CHM3WUTL PUCK NOCTOAMHMOW YTpaThi
DYHKUMM NOYEK M IKHUIHEYTPONKAIOLMX OCAOMHEHMI. B CAyHae, eCAH KAMHUYECKHE NPOABNCHUA COTNACYIOTCA C
BACKYNMTOM MENKMX COCYA0B, M CePONOTMYECKME TECTbl HA aWTUTeNa K muenonepokcupase (MNO) mam
nporenHase 3 (MP3) NONOKUTEABHBI, HE CNEAYeT OTKNAABIBATL HAYAN0 MMMYHOCYNPECCHBHOM Tepanuu B
OMMAAHUK BOIMOXHOCTH BbINOAHUTL GHONCHIO NOYKK, OCOBEHHO Y NALMEHTOB C BbICTPONPOrPECCHPYIOWMM
yxyawenuem GyHxkumm noyex (Puc.1).

PekomeHpgauus 1. 1. JleueHue cnepyet HAUMHATDL eLle A0 NONYYEHUA Pe3ybTaTOB AUAarHOCTUYECKUX
uccneposaHui (ceponornuecknx, MopdonorMyeckoro) ¢ Nyabc-repanum meTuanpeaHuU3o/IOHOM B
Ao3e po 1000 mr 8 TeueHue 1-3 gHeit. (1A)

E.M.lWunos, H./l1.Ko3znoesckasa, FO.B.Kopomyaesa , 2015



JleyeHune (zasucut ot knacca AAB)

UHAYKUMOHHAA Tepanua

[ntoKoKopTUKoMaHaa Tepanma (nynbc-MM+npeaHn3o0i0oH
per os)

LUnknodochamua,

PUTyKCMMab (npenmyLecTBeHHO AeTU U NOAPOCTKN)
MM

Bbicokaa azotemus (>500 mKmonb/n) - nhaamoobmeH
Nopaepxusawowana tepanma

Huskne gosbl K

PutyKcumab

MM®
A3aTHUonpuH

Ton Knouesbie nonoxeHua KanHmnuyeckux Npaktnyeckux
Pekomenpgauun KDIGO 2021 no segeHuto AHLIA-
accouumpoBaHHOro Backynura (AAB)

\44

Be3 soBneyeHmnn
MMIHEeHHO
BAXNHLIX OPraHos

Paccmortpers
HA3HAYeHKe
rmuxkodeHonarta
modernna

Awnarnos AAB

Ouewnka 3abonesanmna
MHayxuma pesmuccnmn
Huineyrpoxawowee/
OPraHoyrpoXaouee
TeueHne
KpeatvHnu
CHIBOPOTKM
5.7 mar/an (>500
mMmxmons/n)
Umnknodochammpg + Purykcumab + Paccmorpers
FAOKOKOPTHKOMAL FNIOKOKOP TMKOMAB! nnasmoobmen
Koutpons 3a6onesauna
Pemmuccua Ha Tepanum
Noaaepxusaowan
Tepanua
Nepexoa Ha a3aTHONPMH Npoaonxars purykcumab
CHnanTe go3y CHnaure 403y
FAIOKOKOPTHMKOMAOS FAOKOKOPTUKOM A0S
CHu3uTs 203y OrmenunTs
azarmonpuHa purykcnmab




[Moyemy nHoraa 6one3Hb orpaHMyYeHa TO/IbKO NOYKamu
(A. Rutgers, 2010; G.Hoffman, L.Calabrese, 2008,2014 )

HeopHo3HauHbIN Bonpoc (Disease patterns in vasculitis-still a mystery):

1. Cam npouecc 3abonesaHma MOXKeT BbITb «CrneumanbHo HaueneH» Ha KOHKPEeTHYIo
opraHocneuudpmyecKkyto cocyancTyto cetb (ogHOKannbepHble cocyabl B Pa3HbIX OpraHax
MMEIOT Pa3Hble XapaKTEPUCTUKUN) — «TEPPUTOPUANIbHOCTb» COCYA0B

2. Ocobble xapaKTepuCTUKM onpeaeneHHbIX TUNOB COCYAMNCTOMN CeETU MOTYT CAeNaTb Ux
YA3BUMbIMU A8 UMMYHO/IOTMYECKM ONMOCPeaO0BAHHOWN aTaKu:

- 0CObOble XapaKTEPUCTMKM MOTYT NPUCYTCTBOBATb, HO paHee He Pacno3HaBaTbCA MMMYHHOWM
cMctemomn (HeKonnareHosbin AoMeH anbda-3 uenu KonnareHa IV BMK npu c-me
[yanacuepa)

- UM MOTYT BbITb «NPUOBpeTeHbI» COCYAUCTOU CEeTbIO

- b0 nyTeM OTNI0XKeHUA aHTUreHa (Hanpumep, o6pasoBaHME UMMYHHbIX KOMMJIEKCOB in
Ssitu NpPW NOCTCTPENTOKOKKOBOM rnomepynoHedpuTte)

- 1nb0o N3MeHeHMeMm paHee CyL,ecTBOBaBLUEero aHTUreHa (obpasoBaHmne HeEO3NMUTOMOB) NN
nameHeHmne GyHKLUMMN SIHAOTENNA



* OCHOBHAA POsab 3HOOMeNUA 8 pa3suMuUU UMMYHHO20 npoyecca
* B noykax — 0COBeHHbIN 3IHAOTENNN — C PEHECTPaMM

* BbicOKoOTpUUATENbHbIW 3apaa rUKOKannkca moxKet nputarnsatb ANCA
(BbICOKOMONOMKUTENbHbIN 3aPAJ MUEeNonepoKCcnaasbl) = N0KaIbHO-MOYEYHbIN
ANCA-BacKkynmT

* MecTHasA NpoAyKUMs LUTOKMHOB B MOYKe =P JIOKa/IbHasA akTUBaLMA HEUTPOodUIoB
c nocneayrowmm passntnem ANCA- onocpeaoBaHHOro nospeXageHmna sHaAoTeNns

* OcobeHHOCTb MUKPOCOCYAO0B KIYyOOUYKOB - ZTOKAa/IbHbIM 3aXBaT — «trapping»
aKTUBMPOBAHHbIX HEMTPOPUIOB U PA3BUTUE MECTHOIO BOCMNANEHMSA

* CouemaHue mecmHo020 U cucmemHO020 omeema onpedefmem AoKanusayurw u
cmerneHb maxcecmu 71I0Kas1bHO20 eACKyauma



[NauneHT 1. Manbuuk, 8 net (1.02-27.02.2023)

* B Hos1Ope - OPBW, cumnTomaTnyeckaa tepanus.

* B 20-x yncnax aHBaps BHoBb OPBW, nuxopaaka no 38C.

« C 26.01. - nameHeHMe uBeTa Mo4n ( KopnyHeBas),

« 31.01. ocMOTpEH neanaTpom, Ha3Ha4YeHo PyTUHHOE A000CceaoBaHume,
* 01.02. - pBoTa, crnabocTb, BANOCTb, OTCYTCTBME anneTuTa.

* MONy4YeHbl pesynbsraTthl O6LEro aHanmsa Modu - NENKoUUTYpusi, remaTypus,
bakTepuypus.

« HanpaBneH Ha obcrnegoBaHne B Hedoporornyeckoe otaenenme ¢ [3: MHdekuns
MoueBbIBOAAWMX nyTen. OCTpbIN rromepynoHepuT?



ObcnepoBaHue B oTaAeNEHUM NPU NOCTYNNEHUN

e OAK -HB—110r/n,L-16,8/10*9, HeTpodUnbl —

80%, CO3 — 50mm/uac
* T-pa — N, KaTapanbHbIX

aBneHui HeT * OAM - 6enok -4 r/n, ap —50-60 B n/3p
* Koxka uncTas, * CyT. npoTtenHypua — 4,5 rp
ymepeHHan * B/x KpoBu — obLL. 6en - 60 r/n, ansb - 35 r/n,
NacTo3HOCTb TKaHew MoYyeBUHa — 24 mmonb/n, KpeaTuHuH — 270
- OTCYTCTBME anneTuTa mKmosnb/n (Ha cnep. geHb - 302 mkmonb/n) (+32),
o [INype3 CHUMEH * UmmyHorpamma — IgA — 189 mr/an (N-119),
* Moua uBeTa «MACHbIX IgG — 1209 mr/an (N-1090)
MOMOEB»  C3-70 mr/an, C4 —51mr/an,

 ACN1-O — 754 ME/mn, CP6 — 4,6 mr/mn
e Al—90/59 mm.pT.CT



[InarHoCTUYECKMMN NOUCK

* HasodapunHreanoHas * [MocTMHPEKUMOHHbIN H
NMHPEKLMNA B aHAMHE3Ee e EMTH

* Bbipa*KeHHbI MOYEBOW
CUHAPOM

* CUCTeMHble BaCKyNuThlI

* Asotemus ( c HapacTaHnem) HedpO
* Hedbpoburoncus

» (MPO)-ANCA 1 (PR3)- ANCA.

* [MNnoKomMmnaemeHTemMus
e AHemusa

* Hentpodunnes npm oTCyTCTBUMU

MapKepoB BOCMaNEHMS * PekomeHaauma 1.1. JleueHune bNIH

cneayeTt HAUUMHATL eLe A0 NoAyYeHuUs
pe3ynbTaToB AUAarHOCTUYECKUX
nccnenoBaHum ...nynbc-tepanua Mr

* HopmanbHoe A/l



Ha4yaTta nynbc-tepanma MI1 500 mr Ne3

Mocnepytollee HazHavyeHMe npegHMU30a0Ha 1mr/Kr per os

Ha 7 peHb ot rocnutanmnsauum — Heppobuoncus

N3 21 knybouKa B 9 KNyboUKax —LUMPKYASAPHbIE, CEBrMEHTAPHbIE KeTO4YHble 1 Gnbpo3Ho-
KNneTo4yHble nonynyHma. Otek u popmupyrowmnmnca ambddysHo-oyarosbiv ¢ubpos
MHTEPCTULMA N aTpodUA KaHaNbLEB, 3aHMMatoWwMe okono 20% naowagn napeHxmmol

NUmmyHOPtoOpecueHUUs:
lgG - HeraTMBHO

IgA - HeraTUBHO

IgM — HeraTUBHO

C3 — HeratnueBHO

Kanna — HeTt

lambaa — HeT

3akntoueHue: PoKasibHbI HEKPOTUIUPYIOLLUIA
MaJIOMMMYHHbIN romepynoHedpuT ¢ 43% ¢ubposHo-
KNEeTOUYHbIX NONYAYHUMN.

KommeHTapuun: laHHaa mopdonormyeckasa KapTUHa
Hanbonee xapaktepHa Ana nopaxkeHma nodek npm ANCA-
accouMnpoBaHHOM BacKynuTe.



-]
o
~N
<
>
T
@)
O
O
©
=
®)
=
=
@)
Q
>
s
Q
T
©
T
|
o0

A - okpacka PAS, x200




 (MPO)-ANCA u (PR3)- ANCA — otpuuart
e KT nerkux — 6e3 natonorum

e NnarHo3: NO1.8 BINMI'H. ANCA-HeraTMBHbIX MaJIOUMMYHHbINU rhomepynoHedpur.
Mopdonornyeckn: oKkasibHbI HEKPOTUSNPYIOLWMNIN MATOUMMYHHbIU
rnomepynoHedput ¢ 43% dnbPO3HO-KAETOUYHbIX MONYAYHUMN.

e LUd 15 mr/kr (400 mr) 1 pa3s B 2 Hepgenun (Ne2)
* 9n03TKH anbda 2500 n/K Ne2 (cHu»KeHmne He oo 90 r/n)
e CMMNTOMaTMUYECKana Tepanus

* K 27 AHIO rocnUTanusaumm — Hopmaam3saumsa a3soToBblAeINTENbHON GYHKLMUN MOYEK,
KYNMpoBaHMe NPOTENHYPUU, HOPMaIM3aLMA NOKa3aTe/ier remorpammbl

* CoxpaHsieTca mukporematypusa go 500 3p a n/3p
* BoinncaH noa HabntoaeHne peBmaTosioros



05.05.2023 — unknunyeckasa tepanma LL® (4-e sBeaeHwne)

* CyToyHaa npotenHypmna — 0,439 r

* OAM - s3puTtpoumntbl — 59 B N/3p

* OAK-HB—-127r/n

* B\x KpoBu — 6enoK -63 r/n
MoYeBMHa — 6 MMmoab/n
KpeaTUHUH — 56 MKmonb/n
C3-138 mr/agn C4—43 mr/an

* UmmyHornobynuubol A, M, G - Hopma



[NauneHT 2. Manbuunk, 15 net (1.03.-23.03.2023)

« 24.01. -Temnepatypa no 38,3, bonb B roprie, HaAcMOPK CO CJIN3UCTbIMU
BblOeNneHnamu,

« aMOynaToOpHO TMpPOJSieYeH: akBanop, PUHOMAPUC, HA30HEKC, MUPaMUCTUH, OKMU
pacTBop, napaveTamon/HypodeH

« 7.02. BbINXCAH C BbI3OOPOBIIEHNEM.

« 13.02. BHOBb nuxopapgka, Kallenb, HacMOPK CO CINU3UCTbIMU BblOENEHNAMMU,
obpawanuce K JIOPy

« 13.02. B YaCTHOU KNKMHUKe, Ha3dHayeH npnem AMOKcUKNnaBsa no 875 Mmr x 2 pasa B
oeHb (nonyyan c 14.02.23. no 21.02.23.)

* 16.02. - peHTreH Ol'K - KapTHa COOTBETCTBYET DPOHXUTY



C 17.02. - becnokounu 6onu B XX1uBoTe, Anapes. 3aMeTun naMeHeHne uBeta Moy (Moya
cTana KOpU4HEBOro LBETa, poanTenam He rosopun). Nonyyan anbmaresib, KPEOH C
NONOXUTENBbHON ANHAMUKOWN.

C 26.02. BHOBb nunxopanaka go 38,7.
27.02. Ha4aT npuem uedunkcmma.

27.02. oTey obpaTtnun BHUMaAHMUE HA UBMEHEHME LUBETA MOYM Y Marbvnka - 4BeT "MACHbIX
nomMoeB", OTeYHOCTb CTOn.

28.02.23 KoHCynbTUpOBaH Heporiorom, no gaHHbIM obcnegoBaHus: 6/x aHann3 KpoBw:
NoBbILLEHME YPOBHSA KpeaTuHuHa Ao 189 mkmonb/n, OAM - npoTtenHypus - bonee 3 r/n.

01.03 rocnutann3npoBaH B HEQPOSIOrM4YecKoe oTaeneHmne

XKanoObl Ha TOLIHOTY, CHUXXEHWE anneTuTa, BANOCTb, CNaboCTb, PBOTY MO YTpaM XKem4blo,
MOYY LiBETA "KPErnkKoro yas«, nmxopagky

OuarHo3 npu noctynneHun: N17.9 Octpoe novyeyHoe nospexgeHne F no RIFLE.
bbicTponporpeccupyroLwmn rmomMmepynoHedpuT.



ObcnepoBaHue B OTAE/IEHUM NPU MNOCTYNNEHUN

* BANOCTb, OTCYTCTBME anneTuTa, Bec  OAM - npoTtenHypua 3,23 r/n, nenKouunTbl
73,9 Kr — 600 B n/3p, 3puTpoumnTbl -225 B N/3p;

* AZl 140/90 mm pr cT * OAK—HB —109 r/n, moHOUUTBI - 12,2%,

* [1N10THbIE OTEKU Ha HOrax, CO3 -79 mm/uac
NACTO3HOCTb NepeaHen CTEHKU
XUBOTA, NNLA, }KNOKOCTb B * B/X KPOBM - Mmo4yeBUHa-16,7 N\N\Oflb/fl,
6pIOLLHOM NOMOCTY KpeaTUHUH-277,10 mkmonb/n, 6enok -

« *B aHaMHese - y AAAM N 63,2r/n, anbbymuH -22,8r/n, CPbE -

96,6mr/n

MaTEPUHCKOWN IMHUMU
TepMmunHanbHaa XMNH (npnynHa He
N3BECTHA), TPAHCNNAHTALMA NOYKHU
B 50 ner.

* Koarynorpamma -
runepdunbpuHoreHemus - 6,89r/n;



2.03.-3.03.2023 (2-3 1 AHX B OTAE/IEHUN)

2.03.2023 3.03.2023
* MoyeBuHa — 18,8 mmonb/n * MoyeBuHa — 18,3 mmonb/n
* KpeaTuHuH — 338,8 mkmonb/n (+62) * KpeaTuHUH — 394, 9 mKmonb/n
* C3-36 mr/an (+56)
e C4—53 mr/an * CPB—99 mr/n
« CPE — 98 mr/ * MKT—0,78 Hr/mn

e KT nerkmux — 6e3 natonornm

* [loceB mo4M — pOCTa
MUKPODNOPLI HET

* JIOP — paHHbIX 33 OCTpYIO
NaTO/IOTNIO HeT

* MoueBaa Kucnota — 637, 7 MKMonb/n
* CyToYHasa npotenHypmua —8rp



4.03.2023 — 4-n neHb B OTAENEHUU

* [lynbc-tepanua MIT 1000 mr Ne3
* [locneayowmnm npuem

npeaHM30n0Ha 60 mr/cyT * Mo4yeBMHa — 21 mmonb/n
. * KpeaTUHUH — 445 mKmonb/n
MYPETUKK
Anyp (+50)

* [MNOTeH3nBHaA TepanuA
(amnoamnuH) - 468 mKkmonb/n

e AHTUKOarynsaHTbl (pparmun)

* AnnonypuHON
° C0p6eHTbI AHLUA, AHO®, AT K dS,ﬂ,HK —B pa60Te

* AHTUBaKTEpPManbHaA Tepanus



6.03.2023 ( 6-11 AeHb B OTAENEHUMN)

* MoyeBuHa — 23,6 mMmonb/n

* KpeaTHuH — 432,5 mkmonb/n (-36) ===  362,3 mKmonb/n (7.03.2023)
e« CP6—-57 mr/n (-44)

 C3-41 mr/pn (+5)

e C4-48 mr/on (-5)

* MoyeBasa kKucnota — 778 mkmonb/n

* OAK—HB -108 r/n
* OAM —3p—59 8B n/3p, nerk — 136 8 n/3p, 6enok—3 r/n

e lnypes nonoxnteabHbIn



9.03.2023 (9-1 aeHb B oTAENEHWNI)

* 3 BBeaeHmna MI1 no 1000 mr
* LUd 1000 mr B/B N2l (15 mr/kr)

 AHTUKOAryAHTbI  MouyeBuHa — 22,6 mmonb/n
* [MNOTEH3MBHbIE NpenapaTbl * KpeatnHuH 173 mrkmonb/n
. I£|I1/|ype'|'[/”([/| ° I'IpOTeMHypvm -3 I'/!'I

* CumnTomaTmnyeckas TEePAlNUA



14.03.2023 (14-1 pneHb B oTAeneHnmn) -Heppobuoncus

N3 14 xi1y004KOB B 9-TU LIUPKYISPHBIE U
CerMEHTapHbIC KJIETOUHbIE U (hHOPO3HO-
KJICTOYHBIE MOJTYJIYHHUS.

Otek u popmupyromuiicsa nuddysHo-
04aroBbiii PUOPO3 UHTEPCTULIUS U
aTpodus kaHanbleB - 0koi10 25-30%
IJTOIIAIM TAPEHXUMBI.

NmmyHODII00pECIICHITUS .

19G, IgA, IgM, C3 — HeratuBHO

Kamnma, JIsmOna — Het

3akioueHre: DKCTpaKaIuUBIPHBIN
MAJIOMMMYHHBIH IJIOMepPyJa0HepPHUT ¢
64%0 kneTouHbIX U (GUOPO3HO-KIETOUHBIX
TITOJTYJIYHUU.

KomMmenTapuu: Jlannas
Mopdororuueckas KapTuHa Haubolee
XapakTepHa JJIsl TOPAXKEHUS TTOYEK MPU
ANCA-accormuupoBaHHOM BaCKYJIUTE.




-

. * MpeaHusonoH 60 mr/cyt

23.03.2023
N

MM 1000mr B/B Ne3
Lild 1000mr B/B No2

Bec 64 kr (-10)

e lnypes - 1050/2250mn

Al 118/64 mm.pT.CcT

lgA,M,G, C3,C4 — HOpMma

CPb — HOpMma

MoueBuHa - 5.3 mmonb/n
KpeaTuHuH - 89.3 mkmonb/n

He—113r/n

(23-1 neHb B oTAENEHUN)

OAM — uBeT *entbin
6enok po 1.6 r/n,
spuTpoumTbl go 121 B n/3p,

CyTouyHasa npoTtenHypua - oo 3,6 r/cyr.
AHUA, AH®, AT K ds1HK -oTpuuaTtenbHo

BbinncaH a4omon noa HabaoaeHme
NPOodUNbHbLIX CMEeLNanncToB

[03: N01.8 BINH. ANCA-HeraTuBHbIN
MaZIOUMMYHHbIN rnomepynoHedput



/.05.2023 — oTA. peBmaToNOrMNmn

Mony4yaeT Tepanuio npeaHnsonoHom 0,7 mr/Kr/cyT co CHUXKeHnem
LnknodocdaH No3 (nocnegHee seegeHme 8.03.2023 r.)
HecmoTps Ha NpoBOAMMYIO TEPaNUIO COXPaHAIUCb BOCMaNTENbHAA aKTUBHOCTb U MPOTEUHYPMUS.

YunTbiBas BbICOKYIO aKTUBHOCTb 3aboneBaHua, HeobxoammocTb cHuKeHume p[o3bl [KC, 6bina
nHnumuposaHa NMBIM-Tepanus Putykcumabom (13 pacyeta 375 mr/m2)

Ha 6.05.2023 3aBeplieH MHAYKLUUNOHHbIN Kypc putyKcumaba ( No4)

[laHHas rocnuTanusauma ana npoaoKeHua umkamdeckoro ssegeHuna LUd 0,5 r/m2 (875 mr
BHYTPMBEHHO)

OAM - 6enok - 0,6 r/n

ap—458n/3p
OcTa/sibHble NoKasaTenun remorpammol 1 6/x Kposu B Hopme
Bec 63 Kr



[NlauneHT 3. [leBouyKa, 14 net

 Man 2022 r - ANCA-accoummpoBaHHbIN BAaCKY/UT,
rnomepynoHedpuT (ManoMMMyHHbIN GOKaNbHbIN U
CErMEHTaPHbIN HEKPOTU3UPYIOLWMIM FomepynoHedpuT)
75% nonynyHuia

« (MPO)-ANCA - 44,8 en\mn

e ®deBpanb 2023 r. - 3aBepweHune Kypca Ud (6 rp— 10
BBEAEHUN)

* MEeTUANPeaHU30/I0H 12 Mr ¢ nocneayroWwmMM CHUKEHNEM A0

8 Mmr,

* Putykcmmab 375 mr/m2 B AeKpeTupoBaHHbIe CPOKU - 5

BBEeAEHUIN

(4 HayKunKM - ntonb 2022+ 1 noaaep — Aekabpb 2022)

* MM® 750 mr x 2 p/n,



20-21 Anpena 2023

OAK: HB 94 r/n,
A6c. numd — 0,75A10*9 (1,2-3,3)
B/x KpoBsu: 6enok — 57 r/n;
moyeBuHa - 10,7 mmonb/n;
KpeaTUHUH — ¢peBpanb -138 MKMmonb/n
anpenb -153 mkmonb/n;
IgA, 1M - HopMma
IgG — 518 mr/an (583-1507)
OAM: 6enok—2,2r/n
Cyt. npotenHypua — 2,02 rp
AnbbymuHypua — 1457 rp/cyt
KT OlK - Hopma

MeTtunnpegHu3onoH — 8 mr/cyt
dHananpun — 5 mr/cyT

MM® — 750 mr x 2 p/cyT

9no3TuH 6eta 3900 ME n/K, ogHOKpaTHO

Ko-Tpumokcason 480 mr x 2p/ B Hepento,
BHYTPb, ANNTENbHO

Putykcumab 484 mr (2-e BBeaeHue-
noagepxusatoulee) B ntoHe 2023r

* HeobxoammocTtb npogonKeHusa LUP n Ritx???



3aKyeHue

* AHUA —BacCKynUTbl MOTYT NOopa*KaTb eANMHCTBEHHbIW OPraH — NOYKY U
NPOTEeKaTb KaK CaMOCTOATEe/IbHAA HO30/10fMYyecKkaa eaAnHULA

* ManoummyHHbIN TH — pacnpocTtpaHeHHaa npuinHa bINMH y neten n
B3POCAbIX

* ArpeccuBHan cTapToBaa Tepanua B Aebtote bonesHu (4o nonyvyeHuUs
MOPPON0rMKn) CyLLLECTBEHHO yay4llaeT GYHKLMUIO NOYEK U COCTOAHUE
nauueHTa

* PaHHee npumeHeHue [MbBI1-Tepanmnn moxeT yaydllnTb NPOrHO3
3aboneBaHuA.

* BoamoxkHO pedpakTtepHoe TeyeHue JIMNB (AHUA-TH), 4yto npuBoauT K
HeobxoAMMOCTU pelleHus Bonpoca 06 obbeme MMMYHOCYNPECCUBHOMU
Tepanumn n uenecoobpasHoOCTN ee NPOJONKEHUS
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Mopdonormyeckasa KnaccnPuKauMOHHaA
cxema ANCA-accoummMpoBaHHOro rnomepynoHeppuTa
(A.E. Berden, F. Ferrario, E.C. Hagen et al., 2010)

Knacc | OcHOBHbie KpuTepun

Focal/¢doKanbHbiif > 50% HopManbHble KNY60UKH
Crescentic/ nonynyHHbIM > 50% KnybouKun ¢ KneTouyHbiMmu
(c nonynyHnamm) NONYAYHNAMMU
Mixed/cmelaHHbI < 50% HOpMmanbHbIX, < 50% ¢

nonynyHnamm, < 50% c
rnobanbHbim
CKNepo3om Knybouku

Sclerotic/cknepoTnueckuii > 50% rnobanbHoO
CKNepo3npoBaHHbIe KNYyboUuKu
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