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Pauci-immune glomerulonephritis

TS

>85% of patients with pauci-immune GN are ANCA (+)

J. Charles Jennette, UNC Kidney Center



Avacopan

AvtaywviotnC Ttou uttodoxea
TOU cuprnAnpwpatoc 5a (C5aR)
mou eUmnodllel TNV EMOYOUEVN
arntd C5a puBuwon tou Cllb
(vteykpivn oaAda M) ota
ouOeTEPODIAA KOl OVOOTEAAEL
TNV  €vepyomoilnon Kol 1N
LLETOVAOTEUON OUSETEPODIAWY
e pecolafnon Csa.

 Elvar  &vac aAAOOTEPLKOC
avtaywviotng C5aR

MAC

ﬂ Cba receptor
i ||

Meutrophil mobilization Cell lysis
Histamine release Apoptosis
Smooth muscle contraction Cytokine production

increased vascular permeability
Tissue factor production



2 KOTTIOC

e Kataypadn twv LotonaBoAoyLKwV EUpNUATWY TNE SLOYVWOTLKAC
Boyilac twv acBevwv nou AafBav avacopan cupUTANPWUATLKA OTNV
KaBlepwpevn Beparmeia.



2XEOLAOMOC LEAETNC

* AvadpopLKr, TTOAUKEVTPLKN LEAETN aoOEVWV LE LOTOAOYLKA
emiBeBatwpevn avooorevikn omnelpapatovedppitida (ANZN).

* MeAetnOnKkav oL LoToTtaBOAOYLKEC TTAPAUETPOL BACEL TNC TAEWVOLLNONC
Berden ko elOLKWV SELKTWV EVEPYOTNTAC KOl XPOVLIOTNTALC.



2XEOLAOMOC LEAETNC

Kpwtipla évtaéng

AoBeveic >16 sTwV

Me wotoloyikny emiBeBaiwon ANZN
(Boyia vedppov)

Aeilyua vedpLkou LoTOU LE
TouAdylotov 10 omelpapata

AoBeveic TIou e\afov
OlVOOOKOTOOTOATLKA Bepamneia

TouAdyLotov yila eva (1) pAva

Kpttipla amokAeLlGpHoU

+ anti-GBM avtiowpata
<16 eTwv

Aeiypa vedpkol Lotol pe < 10

OTIELPOLUOTOL
dev  €lafav

(apvnon,

AocBeveic  mov

Bepaneia N
cuppopodwon, coBapeg
QVETILOUUNTEC EVEPYELEC KATT)

AcBevelc mou xaBnkav
nopakoAovbnon

otnv




ArntoteAeopata — 2UVOALKOC TANBuopocg, N=38

XapaktnpLotiko N (%) n mean (SD)

HAwia otn dtayvwon (€tn) 63 (+15)
DuAo (avdpeg) 19 (50%)
OuAn (Kavkaotol) 38 (100%)
P/MPO-ANCA 27 (73%)
Otela alpokaBapon 9 (22%)
BVAS otn dtayvwotikn Blogia 14.7 (+5,7)




AnoteAeopata

lototaBoAoyikec Mapapetpol ABx

N(%) N mean((xSD) N=38

Ta&wvounon Berden
Focal

Crescentic

Sclerotic

Mixed
Evepyéc BAaBeG

Mnvoeldeic oxnupatiopol

Kuttapikol

8 (21%)

11 (29%)
4 (10%)
15 (39%)

40.7% (+24.1)
43.3% (+21.3)

lvokuTTapLkot




Taéwounon Berden (N=38)

Focal: 21%

Mixed: 39% ® Eocal

W Crescentic
m Sclerotic
© Mixed

Crescentic:
29%

Sclerotic: 11%



ArnoteAeopoata

Xpoviec BAaBeg
2 doLpLKn OTELPAATOOKANPUVON

otn ABx (%)

24 (+20)

2wAnvapLakn atpodia

26.7% (%9)

Aldpeon tvwon
Quaololoyika ontepapata >10%
C3 evarmnoBeoelc 1-2+

26.5% (+7.7)
13 (34%)
12 (31%)

ALQUECOC LOTOG

DAeypovwdelc SinBnoel

Oupodopa cwAnvapLa

EpuBpokuttapikol KUAWVSpol

30(79%

17 (45%)

Agiktng evepyotntOC




ZuunepAopoTo

* H mAsoynodia twv oaocBevwv oL omolot  €Aafov avacopan
OUMTMANPWMATIKA otnv KoBlepwpevn Bepameia Atov MPO/ANCA
Betwkol

* Eilxav pnvoeldikn N pktng taéng AMzN

* Mapouoialov CNUAVTIKA €vePyOTNTA (KUTTOPLKOL KOl LVOKUTTOPLKOL
oxnuatopol) kaBwce kat wiboeldn vekpwon,.



2UUEpACHOTOL

* OL Tmeploootepol aoBeveic Tmou  €AaBav  avacopan  wc¢
cupunAnpwpatikn Bepamneia mapovoialav Kol xpovieg BAABeC onwc
odalplKn OTEPANATOOKANPUVGON, CWANVAPLOKN atpodia.

 Evw otouc meploocotepouc aoBeveic o SLAUECOC LOTOC TtApouoLAlEL
dbAeypovwdelc dinBnoelc.



Movésa 2nielpopatikwy MNadnoswv M.I.N «AtTikov»
Enmwkowwvia: 210-5832346
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