AITENTIAE2

2. A\lovakn
Ent. KaBnyntpta Neppoloylioag,
Movada KAwiknc kat EmepBatiknc Nedppoloyiag, BMMK
[.I.N ATTIKON



e Avbpac nAwkiac 24 E€TWV TIPOCEPYETOL OUTIWHEVOC KoataBoAn
Suvapewv Kol MoAAAAQ emelcodla aAlponTtUonG Le evopén ano 24-
wpovu, pe amoPfoAnl aipato¢c {wnpou epubpol YPWHOTOC, TTOU
NMPOOOEVUTIKA AUEAVETOL OE TTOCOTNTA, O cUVOUOOUO pe Suomvola, N
omola Baivel eMOELVOUEVN TIC TEAEUTALEC WPEC.

* O aoBevnc emionc avadpepel MUAAYLEC Kol opOpalyiec amo
efoopadoc kabBwc kat atAAay] 0TO XPWHO TWV OUPWV TNV TeEAeuTtaia
efbouada, tTa omoia meEplypadel oav coca-cola. MapaAAnia
NMOPATAPNOE GNUOVTLKA HELWGCN TOU TOGOU TV oUPWV TO TeEAsuTalO
12-wpo.



ATOMLKO avapvnoTiko: EAeUBepo
EmtayyeApo: Ooltntig YEWTTOVLKAG
AtopLkéG ouvnOeleg Kamviotn¢ (20 towyapa/nuépa)

AVTLKELLEVIKN €€€Taon: (BeTkd evprpata)
Oepuokpaoia 36.9 C

AN 91/73 mmHg, cd. 112/min

AloBnua (aAnc otnv opBLa BEon

Kopeopog O, otov agpa: 88%

Tayumvola 38-40 avarmvoEg ava min
Qypotnta SEPUATOC KAl EMUTEGUKOTWV



Vasculitides

* Vasculitis is inflammation of blood vessel walls

* Vasculitides are grouped according to the affected vessel size
olLarge

oMedium

oSmall



Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)
Medium Vessel Vasculitis l—‘-———\
Polyarteritis Nodosa

Anti-GBM Disease

KawasakiDisease

\—'—I

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis

\ | Granulomatosis with Polyangiitis
' (Wegener’s)
. Eosinophilic Granulomatosis with Polyangiitis
Large Vessel Vasculitis
ol (Churg-Strauss)

Takayasu Arteritis
Giant Cell Arteritis



B Medium Vessels C Small Vessels

A Large Vessels
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Vasculitides

Large vessel vasculitis
e Takayasu arteritis

e Giant cell arteritis




Vasculitides

Medium vessel vasculitis
e Polyarteritis nodosa

e Kawasaki disease




Vasculitides

Small vessel vasculitis (SVV)
ANCA—associated vasculitis (AAV)
e Microscopic polyangiitis (MPA)

* Granulomatosis with polyangiitis (Wegener’s) (GPA)
e Eosinophilic granulomatosis with polyangiitis (Churg-Strauss) (EGPA)
Immune complex SVV

e Anti—glomerular basement membrane (anti-GBM) disease

* Cryoglobulinemic vasculitis

* |gA vasculitis (Henoch-Scho'nlein) (IgAV)

* Hypocomplementemic urticarial vasculitis (anti-C1q vasculitis)




Vasculitides

Variable vessel vasculitis

* Behcet’s disease

e Cogan’s syndrome

Single-organ vasculitis

* Cutaneous leukocytoclastic angiitis

* Cutaneous arteritis

* Primary central nervous system vasculitis
* |solated aortitis

Vasculitis associated with systemic disease

Lupus vasculitis Rheumatoid vasculitis Sarcoid
vasculitis Others

Vasculitis associated with probable etiology

Hepatitis C virus—associated cryoglobulinemic
vasculitis

Hepatitis B virus—associated vasculitis Syphilis-
associated aortitis

Drug-associated immune complex vasculitis
Drug-associated ANCA-associated vasculitis
Cancer-associated vasculitis




Giant cell arteritis * Usually > 50 years old

* The most frequent disease causing * Female > male (3:1)
medium or large vessel vasculitis. * I Northern Europe

* Classic:

o Polymyalgic

o Cranial symptoms

o Constitutional symptoms

e M C-reactive protein (CRP)

* I erythrocyte sedimentation rate

* Most arteries, any elastic large and
large medium-sized arteries above
the clavicles (not capillaries,
venules, or arterioles, can be
affected)




Giant cell arteritis

Large

* Aorta, all direct branches, supraaortal
(subclavian, axillary, branchial)

Medium

 Head and neck any artery

Clinical manifestations

Headache

Scalp tenderness
Abnormal temporal artery polymyalgia
Jaw/limb claudication
Arterial bruits
Decreased pulse
Visual loss
Vertigo/hearing loss
Double vision

Fever, weight loss
Stroke

Blood pressure difference




Giant cell arteritis

TEMPORAL Anterior ischemic optic neuropathy
ARTERY Posterior ischemic optic neuropathy
TENDERNESS

VISION LOSS

Central retinal artery occlusion
Amaurosis fugax

Scalp necrosis ¥z 22 : DIPLOPIA
’ ‘ Cranial Neuropathy lll, IV or VI

Orbital inflammation
Hearing loss ‘

JAW
SYSTEMIC CLAUDICATION
Fever
Fatigue Tongue necrosis
High ESR, CRP
Arthralgia

Myalgia
VERTEBROBASILAR
INFARCTION
Limb
claudication
Pulmonary
fibrosis /
Myocardial

nodules
infarction




Takayasu arteritis

e Usually < 40 years Large

* Very rare: 1-2 cases /1,000,000/year e Aorta

* Female > male (3:1) e Subclavian

e N Japan, West Asia e Common carotid artery

* Internal carotid artery

* Vertebral, axillary, iliac, pulmonary
Medium

* Renal, mesenteric, coronary, celiac,
proximal, intracranial, ophtalmic




Carotids iy
l'! Subclavian

\ Axillar
AN
/o8

* Fatigue, arthralgia, myalgia, fever '/ :

Arterial bruits 74 r

Reduced pulse, BP difference

Takayasu arteritis

Clinical manifestations

Limb claudication, carotidodynia

Headache, hypertension, dissiness |

Syncope, stroke, mesenteric ischemia

Femoral

Uveitis/scleritis

Myocardial infraction

Skin lesions




Large vessels

Polyarteritis nodosa
* 40-60 years old
 Male > female (1.5:1)

/N Caucasians

* Internal carotid artery
* Vertebral
Medium vessels

 Muscle, skin, renal
* Very rare

* 1-8/1,000,000/year in Europe

* Any gastrointestinal
* Peripheral nerves, testicular
 Temporal artery, coronary

e Ocular uterus, cerebral




Polyarteritis nodosa - Clinical manifestations

Polyarteritis nodosa
We i g ht | O S S Any organ except Lungs

Rare, But Fatal disease

* Myalgias, fever, hypertension

| ‘
L Q /) | Kidneys - Most Common

* Mononeutritis multiplex 7 Canbe fatal

* Livedo/ulcers/nodules amnation

of blood
vessels

* Scant purpura Mediom sized artery
* Renal/bowel infraction or bleeding

* Orchitis, multifocal myositis

* Myocarditis, pericarditis

* Pancreatitis, stroke, pachymeningitis

e Retinal vasculitis




ANCA-associated Vasculitis
|

Paucity of glomerular IF staining
for immunoglobulin
(usually with circulating ANCA )

no
systemic
vasculitis

|

Pauci-immune
e])



ANCA-associated Vasculitis

Paucity of glomerular IF staining
for immunoglobulin
(usually with circulating ANCA
|

] Y
no vasculitis with

systemic no asthma or
vasculitis granulomas

i l

Pauci-immune Microscopic
GN Polyangiitis




ANCA-associated Vasculitis
|

|
Paucity of glomerular IF staining

for immunoglobulin
(usually with circulating ANCA )

\J Y Y

no vasculitis with granulomas
systemic no asthma or and no
vasculitis granulomas asthma

} } |

Pauci-immune MinOSC(_’_P_iC Granulomatosis
GN Polyangiitis with Polyangiitis



ANCA-associated Vasculitis

Paucity of glomerular IF staining
for immunoglobulin

(usually with cill'culating ANCA)
|

v Y ¥ Y
no vasculitis with granulomas eosinophilia,
systemic no asthma or and no asthma and
vasculitis granulomas asthma granulomas
\ \ \ \
Pauci-immune Microscopic Granulomatosis Eosinophilic
GN Polyangiitis with polyangiitis Granulomatosis

with polyangiitis



Antineutrophil cytoplasmic autoantibodies-ANCA

& e
Cytoplasmic
C-ANCA
&
G @' Proteinase 3
% (PR3-ANCA)
Perinuclear “p
P-ANCA <
Myeloperoxidase o < g
(MPO-ANCA)
% Y H




ANCA:;

Etvo maBoyova;



ANCA autoantibodies specific for MPO cause glomerulonephritis & vasculitis in mice
Xiao h, jc. Jennette J Clin Invest. 2002;



Mpoyvwotikn aéla tou ANCA test

Prevalence PPV NPV
Pre-test Post-test Post-test
likelihood likelihood unlikelihood
(%) (%) (%)
Rapidly progressive GN ~50 95 85
Hematuria, proteinuria, creatinine >3mg/d| 21 84 95
Hematuria, proteinuria, creatinine 1.5-3 mg/dlI 7 60 99
Hematuria, proteinuria, creatinine <1.5 mg/dl i 29 100

Lim LC et al Am J Clin Pathol 1999;111:363



JC.Jennette

Pauci immune Small Vessel Vasculitis




TEZN & ANOZODOOPIZMOZ

! l !

FpOLULKN KOKKLWO8NC EAQxLOTN A KaBOAau
Xpwaon XPWon Xpwaon

= |

Anti-GBM AVOCGOOUUTIAEYHLOLTLKS AVOGOTEVLKN)



ErtidnuioAoyia

HMA: 3.1 nepNtWoelg/eKATOUHUPLO /£TOC

 >95% ANCA (+) tn xpovikn oTyun tng dtayvwotikne Bloyiog
(UNC Kidney Center database)

Evpwnn: 1-2 mepUMTWOELC/EKATOUUUPLO /€TOC

e 85-90% ANCA (+) tn xpovikn otypn tng dtayvwotikng Broyiag



Daopa KAWVIKWY eKSNAWOEWV

Fevika
* Tputwbdng ouvdpoun AVOIVEUGTIKO cUoTNHOL
* Mualyiec-ApBpalyiec-Mupetog
Alpomtuon, Nvevpovikn awoppayia, NMVEVUOVIKO
Nedpoi KOKKLwpa, MVEVLOVLIKN KOW\OTNTA
e Awatoupia, mpwtelvoupia

e ‘Exmtwon vePpplkng AsLtoupyiag Aepua

* TE2N MNopdupa, Yrodopra olidia, EAkn, Epubnuatwdelg
oPA BAatideg
lypopitida, Meon writida, Neupko cloTnHA

Nayidevon kpaviakwv veupwv

YrioyAwttt LKA orevwcr], PWLKG ,
€Akn, Edutoeldig potn, Pwikd O¢OaApol
Kokklwpat

Faotpevtepko cUGTNHA

OpopupBoeuBoAka povopeva



Mikpookorkn MoAvayyettda

NekpwTLKNA ayyeLitida pe Alyec 1 keBoAou avoooevamoB£oelc ou PooPAAAEL Ta
LUIkpA ayyela (tpxostdn, dAePidla, aptnploAia). NekpwTlki aptnpitido o ULKPEG
Kol HEoOU  peyeEBouc aptnpiec pmopel  va  ouvumadpxel.  NEKPWTLKN
OTIELpAMOTOVEPPLTIOO €lval oUXVA KOl TIVEUMOVLKNA Tpyoewdttida mapatnpeitol
ouyxva.

Jennette JC. et al. Arthritis & Rheumatism 1994



Yuotnuatikn Kokklwpatwon pe NoAvayyeltioa
(Wegener’s)

Kokklwpatwdng dAsypovy mou TPOoPAAAEL TO QVOATIVEUOTIKO OUOTNHO KoL
VEKPWTLKA ayyeLTida o€ HIKPA Kal Leoou peyeBouc ayyeia (tpuyoeldn, AeBidia,
apTNPLOALL) Kol aptnpiec. NEKPWTLKA OTIELPAHOTOVEPPLTIOO T pATNPELTOL CUYVAL.

Jennette JC. et al. Arthritis & Rheumatism 1994



Granulomatosis with Polyangiitis-GPA

(Wegener's Granulomatosis) -

Granulomatous Granulomatous Granulomatous
inflammation in a inflammation with inflammation
wedge resection of necrotizing vasculitis with
lung tissue in lung tissue multinucleated
giant cell and
neutrophils

JC.Jennette




Granulomatosis with Polyangiitis:
An alternative name for Wegener's granulomatosis

American College of Rheumatology
American Society of Nephrology

European League Against Rheumatism

Falk RJ et al.

Ann Rheum Dis ;70:704 ,2011
Arthritis Rheum 63: 863864, 2011

J Am Soc Nephrol 22: 587-588, 2011



ANepy kN Kokklwpatwon pe NMoAvayyeltida
(2uvopopo Churg Strauss)

Kokkiwpatwdne ¢Aeypovy mAovolwa o€ nwowodplha mou TmpooBaildel 1o
OVATIVEUOTIKO CUCTNMOL KOl VEKPWTLKN ayyeltida mouv adopd Ta HLKPA Kol [LEGOU
neyeBouc ayyela kat ouvdualetal pe acdBua kot nwolvodlhia mepLdpePLKOU
aipotoc.

Jennette JC. et al. Arthritis & Rheumatism 1994



-

I X — g >» v oo m

T 2 02 >» 4 >» =

KAINIKOI
QAINOTYNOI

de Lind van Wijngaarden R A et al. CJASN 2008

D |
gf<>

~

MPA

WG

¢



%

Frequency of ANCA Specificity by the Clinical Phenotype
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Lionaki S et al. Arthritis & Rheumatism October 2012




Probability of relapse-free survival by ANCA specificity

Probability of Relapse-Free Survival

1.0 1
0.8
0.6
0.4 -
0.2

1| Logrgk P<0.0001  J—— MPO
---- PR3

0.0

o — — — = =

0 10 20 30 40 S5 60 70 80 9 100 110 120

Time to Relapse (Months)

Lionaki S et al. Arthritis & Rheumatism October 2012



MNopdupa




I Tveupovikn aigyoppayia

2 UEPEC apyoTeEP



Ertutepukitioa







O1I000B0OABIKOC OYKOC HE VEKPWON TOU BAs@ApPOU




AdKQLOKDEVLTION






















Eputumioednc putn







1 Boouada apyotepa, LETA ATTO OLLOWANVWON,
OLOOTOAEC, KAL AVOOOKOTOOTAATLKN Beparmela




Kidney involvement in ANCA-associated
vasculitis

[ 7-85% within 2 years of diagnosis

Hoffman GS. Et al. Ann Intern Med 1992



Oplopoc
Tayewc
E¢eAloooOpeveC
2TIELPOLATO
Nedpitideg

Tayxela
emibeivwon

VEPPLKNG
AeLltoupylag

MnvoeLldeig
oXnNUaTIopOoL
>50%



Normal glomeruli Crescent

JC.Jennette



Renal manifestations / O v O

¢ O
* Asymptomatic glomerular hematuria | |grgc's

 Glomerular hematuria and rise in serum creatinine with
a variable degree of proteinuria

* Rapidly progressive glomerulong@is

* Progressive loss of
Serum renal function within

Creatinine days or weeks

( g/ dl) « >50% crescents

Crescentic 6.5+4 (0.8-
ANCA-GN




ANCA-GLOMERULONEPHRITIS

(usually with necrosis and crescents)

Paucity of glomerular IF staining
for immunoglobulin

' Y Y S
No Vasculitis with Granulomas Eosinophilia,
systemic no asthma or and no asthma and
vasculitis granulomas asthma granulomas
\ \ \ i
Pauci-immuneMicroscopidcGranulomatosisEosinophilic
GN Polyangiitiswith Polyangiiti§ranulomatosis

with Polyangiitis



Entittwon tunwv Mnvoeldikng 2nepapatovedpitidag, N=632

1%

B AVOOOTIEVLKN

[ AVOCOGUUTTAEYHOLTLKN

& Anti-GBM

] AAAN

Jennette JC. Kidney Int. 2003



2UXVOTNTA LNVOELWOWV OXNHATIOUWVY ava LotormaBoAoyikn katnyopla

Patients Patients Average
with any with >50% | % of
crescents | crescents | crescents
Anti-GBM
Glomerulonephritis 97.1 % 84.8% 77%
N=105

Pauci-immune 89.5% 50.3% 49%
Glomerulonephritis
N=181

Immune-complex 56.5% 12.9% 31%
Glomerulonephritis
(SLE), N=784

Jennette JC. Kidney Int. 2003 Mar;63(3):1164-77



KAWVIKA XOpOKTNPLOTIKA TNG LNVOELOIKNG 2N

Anti-GBM
Glomerulonephritis

Pauci-immune
Glomerulonephritis

Immune-complex
Glomerulonephritis

Serum 24hour
creatinine proteinuria
g/24h
1.67+3.35
N=68
6.551+4 1.94+2.95
(0.8-22.1) N=331
N=338
4.943.8
(0.8-21.2) 0.3-22
N=145 N=136

Jennette JC. Kidney Int. 2003 Mar;63(3):1164-77



Avooorevikn 2nelpapatovedpitidoa

\ - -~ ‘: — |
g, L : i‘:!
Necrosis
| 1]
Crescent 9
Pauci-immune

>85% aoBevwv (+) ANCA JC.Jennette



Aging crescent

N y

Fibro-cellular Fibrous

!




Hoffman GS et al. Ann Intern Med. 1992.

ANCA disease 2-year mortality rate in
untreated patients: 90%

Apeon & emBetikn
QVOOOKOTAOTAATLKN Beparmeia



1" dtayvwon - Emaywyn vdeonc

* |V Methyl-Prednisolone * Prednisone taper P.O 1
(0.5-1)mg/Kg x 4 Béopadec,

(500-1000)mg x 3 pepEeG otadlokn, eotopkeupévn pelwon
w¢ TNV mAnen dtakomA tn 16"— 20"
Bdouada

* |V Cyclophosphamide
(0.5 -1) g/m? x 3-6 months



EAaxlotomotnon toékotntac Kukhopwopapuidnc

Mpoocappoyn d6ong
HAwio

* <60, 15 mg/kg/pulse
 60-70,12.5 mg/kg/pulse
* >70, 10 mg/kg/pulse
Nedpikn Aettoupyia

* GFR<30 ml/min, 0.5g/m?

2 WHOLTOTUTIOC

EvbodAEBLo oxnua
Yuxvn mapakoAovOnon
WBC>3000-4000 ml/min
MESNA

Evubatwon

Co-trimoxazole




Pulse versus daily oral CYC
for induction of remission in ANCA vasculitis

Randomized, controlled trial
42 centers in Europe §
149 patients, new diagnosis ;ﬁf
NOT life-threatening disease¢ %
Plus prednisolone :
i

1.0 -

0.8 4

0.6 4

0.4 4
- Daily oral

0.2 - — Pulse
® Daily oral—censored
® Pulse—censored

0.0 4

] 1 I ' I 1
0.0 2.0 4.0 6.0 8.0 10.0

3

Time to Remission, mo

43 18 4 0
46 15 < 2

de Groot K et al. Ann Intern Med. 2009



BVAS (95% CI)

H evepyotnta g
VOGOU Vo onTiCETOL LE

o T AR B T R NT ™mv iow T (IXI’)TT'T(I L\

Daily oral 71 63 63 60 56 55 52 58 54 50

Pulse 73 63 66 58 67 58 61 62 59 54 GTOV iﬁlo XP()VO l"tg TO

120 4 -8 Pulse

EVOOPAEPLO oynua
KUKAOQP®MGQOUIONG

C-Reactive Protein Level (95% Cl)

------ TR - SRR | de Groot K et al. Ann Intern Med 2009
=

T T T T T T T T 1 1
0 15 30 45 60 75 90 120 150 180

Time, mo

Daily oral 71 63 63 60 56 55 52 58 54 50
Pulse 73 63 66 58 67 58 61 62 59 54



EvbodAEPLo oxpa kukAopwaodpauidnc:
2NMaVTLKA HElwon otn cuvoAlkn aBpolotikn 60on

k] L LN
*1 apulse N
% O Daily oral ® e
@ o
= 40 4
5 o
= L ]
Q.
8 o
= 30 -
_3_' 8 I ° | .
; a o o
el . . 8 B
(=] © B °
@ 20 - " . 3 . [ 1
é H .
Py - -
_ " .
E B 1 [0
= - -
E 1 ) 1
-
3 =
0 - '
1 | 1 | 1 1 1
0 3 W 9 12 15 18
Time, mo
Daily oral 73 73 64 60 58 - - 54
Pulse 76 76 72 66 63 62 62

de Groot K et al. Ann Intern Med 2009



Altia Bvntotntoc oto 1° €to¢

Cause of death

All causes 56 (10.7%)

Infection 2

Active vasculitis 8 (14%
Cardio/cerebrovascular disease 7 (13%)
Gl bleed/duodenal ulcer 3 (5%)
PE or complication of anticoagulation 3 (5%)
Malignancy 1 (2%)
Pulmonary fibrosis 2 (4%)
Other 4 (7%)

Little MA et al for the (EUVAS) Group. Ann Rheum Dis. 2010 Jun



[TpoocBnKkn mMAaopadalpeonc

* MMveupovikn aloppayia
* Taxewc E€eAlooopevn Znelpatatovedpitida

e Juvumapyxovoa anti-GBM



Predictors of Relapse

Predictor N=258 p value
Hazard Ratio (95% Cl)

Anti-PR3 vs anti-MPO 1.88 (1.11-3.14) 0.022

Lung involvement 1.71(1.04-2.81) 0.034

Upper respiratory disease 1.73 (1.04-2.88) 0.03

Hogan SL et al. Ann Intern Med. 2005
Lionaki S et al. Arthritis & Rheumatism Oct 2012




Anti-GBM disease

Circulating antibodies against the GBM
Binding to the NC1 domain of type IV collagen a3
chain of the C terminal



Anti-GBM Znelpapatovedpitida
|

[pappLki evanobeon IgG kal
KukAodopouvta
Anti- GBM avtliowpata

/ /

ME TIVEUUOVIKN  Xwpic
QLUOPPAYIA  TrveLpOVIKN
‘ aLpoppayia

>uvbpopo l
Goodpasture Anti-GBM
2repapatovedpitida

JC.Jennette



Anti-GBM voooc - KAWVIKOC GpatvoTuToc

Yuvbpopo Goodpasture: 1-2 MEPUTTWOELG/EKATOUMU pLO/ETOC

* Mepovwpuevn anti-GBM Znelpapatovedppitida

* Mepovwpevn anti-GBM 1veu Hovikn vOG oG

40-60% twv a.cBevwv ekKONAWVOUV TIVEU LOVLKN aLpoppayia

(n o cuyvn)



JC.Jennette

Anti-GBM mvevpovikn vocog IFF anti-IgG




Kidney from a patient
with Goodpasture
syndrome who died of
massive pulmonary
hemorrhage and was
found to have
crescentic anti GBM
GN

Jennette JC. 2007




Triple helical organization of the type IV collagen
family

Type IV Collagen Chains Protomers

AVAV AV VAV WV V VAV V V VWV VAVVAY 1 ]

m;ﬁ,&: . . A\ T mg, N —
NAANNNANNNNANNNNNNNNND -‘bq.mmr_g.ﬁ»\ oy, oL O’j’;m@w’ﬁ
NAANNNANANNNANNNNNNNANNAND

Ny 7S NC1 Trimer

Hudson BG. J Am Soc Nephrol. 2004 Oct



The atomic structure of the
a3.oc4.a5?_;._;NCI hexamer

BG. J Am Soc Nephrol. 2004 Oct


http://jasn.asnjournals.org/content/15/10/2514/F3.large.jpg

The cryptic nature of the Goodpasture
nitope

e

ollage

s

.
i

Hudson BG. J Am Soc Nephrol. 2004 Oct



| Normal "V

Alport

Goodpasture

Hudson BG. J Am Soc Nephrol. 2004 Oct


http://jasn.asnjournals.org/content/15/10/2514/F1.large.jpg

Anti GBM voooc - Oeparmela

M\aocpadaipeon
* 50mg/kg-max 4L

AvoookataoctaAtikn Ospaneia

* Pulse methylprednisolone (500-1000) mg iv X 3 NUEPEC
* Prednisone 60-80 mg/24wpo, otadlakn Leiwon

* P.O CYC 2mg/kg x 3-6 LAVEC



Concurrent ANCA & anti-GBM antibodies in
crescentic GN

* 1/3-1/4 of patients with anti-GBM abs

* More often MPO-ANCA

* Pulmonary hemorrhage in 44%

e Patient survival 15t year: 52%

e Renal survival 1°" year: 26%

* 68%, dialysis-dependent at presentation

Levy JB et al. Ann Intern Med. 2001



Allergic
granulomatosis
Polyangiitis

Henoch-Schonlein Cryoglobulinemic Microscopic Granulomatosis
Purpura Vasculitis Polyangiitis With Polyangiitis

IgA immune Cryo- No Granulomatous
: ) Granulomatous . .

complexes globulinemia granulomatous . , inflammation,

. . inflammation

inflammation asthma, and

but no asthma . -
or asthma eosinophilia

Immune
complex GN Pauci-immune (ANCA) necrotizing and crescentic GN

I_I_l

Small Vessel Vasculitis

Jennette JC & Falk RJ.



Henoch Shonlein Mopdupa

* IgA avoooevamnoBsosic: Acpua, 2, vedppouc, apBpwoelg
* JUXVQ QUTOTIEPLOPLIOUEVN VOOOC

* Kapia Bepaneia dev exeL anodeyBel dpaotikn ya tn mpoAndn
ekdNAwonc vedplknc vooou

Napayovtec kivduvou yia vedppik cuppetoxn (N=194):
» MoAU coPapn ouumtwpatoAoyio oo to 2 (HR:3.26)

» Entipovn mopdupa (HR:11.53)
UNC Kidney Center Database



Kopvoodatpwatulkn 2N-Oeparmeia

I6lonadn¢
* M\aouadoaipeon, 12-14 cuvedpiec

* [V MeBuAmpebviloAovn, 1000 mg x 3 NUEPEC

* [V Kukhodwaodpauidn



Euyaplotw



	Slide 1: ΑΓΓΕΙΙΤΙΔΕΣ
	Slide 2
	Slide 3
	Slide 4: Vasculitides
	Slide 5
	Slide 6
	Slide 7: Vasculitides 
	Slide 8: Vasculitides 
	Slide 9: Vasculitides
	Slide 10: Vasculitides
	Slide 11
	Slide 12: Giant cell arteritis
	Slide 13
	Slide 14: Takayasu arteritis
	Slide 15
	Slide 16: Polyarteritis nodosa
	Slide 17: Polyarteritis nodosa - Clinical manifestations
	Slide 18
	Slide 19
	Slide 20
	Slide 21
	Slide 22
	Slide 23: ANCΑ:
	Slide 24:    ANCA autoantibodies specific for MPO cause glomerulonephritis & vasculitis in mice 
	Slide 25: Προγνωστική αξία του ANCA test
	Slide 26: Pauci immune Small Vessel Vasculitis
	Slide 27
	Slide 28:   Επιδημιολογία    
	Slide 29: Φάσμα κλινικών εκδηλώσεων 
	Slide 30: Μικροσκοπική Πολυαγγειίτιδα
	Slide 31:  Συστηματική Κοκκιωμάτωση με Πολυαγγείτιδα (Wegener’s) 
	Slide 32
	Slide 33:  Granulomatosis with Polyangiitis:  An alternative name for Wegener's granulomatosis 
	Slide 34: Αλλεργική Κοκκιωμάτωση με Πολυαγγειίτιδα  (Σύνδρομο Churg Strauss) 
	Slide 35: ΚΛΙΝΙΚΟΙ ΦΑΙΝΟΤΥΠΟΙ
	Slide 36
	Slide 37:  
	Slide 38
	Slide 39: Πνευμονική αιμορραγία
	Slide 40: Επιπεφυκίτιδα  
	Slide 41: Σκληρίτιδα
	Slide 42
	Slide 43: Δακρυοαδενίτιδα 
	Slide 44
	Slide 45
	Slide 46
	Slide 47
	Slide 48:  2 χρόνια αργότερα
	Slide 49
	Slide 50: Εφιππιοειδής μύτη 
	Slide 51: Υπογλωττιδική στένωση   
	Slide 52: 1 βδομάδα αργότερα, μετά από διασωλήνωση, διαστολές, και ανοσοκατασταλτική θεραπεία 
	Slide 53: Kidney involvement in ANCA-associated vasculitis
	Slide 54: Ορισμός 
	Slide 55
	Slide 56: Renal manifestations
	Slide 57
	Slide 58: Επίπτωση τύπων Μηνοειδικής Σπειραματονεφρίτιδας, N=632
	Slide 59: Συχνότητα μηνοειδών σχηματισμών ανά ιστοπαθολογική κατηγορία 
	Slide 60: Κλινικά χαρακτηριστικά της μηνοειδικής ΣΝ
	Slide 61
	Slide 62: Aging crescent
	Slide 63: ANCA disease 2-year mortality rate in untreated patients: 90% 
	Slide 64: 1η διάγνωση - Επαγωγή ύφεσης             
	Slide 65: Ελαχιστοποίηση τοξικότητας Κυκλοφωσφαμίδης 
	Slide 66: Pulse versus daily oral  CYC  for induction of remission in ANCA vasculitis
	Slide 67
	Slide 68
	Slide 69: Αίτια θνητότητας στο 1ο έτος
	Slide 70: Προσθήκη πλασμαφαίρεσης    
	Slide 71: Predictors of Relapse
	Slide 72:    Anti-GBM disease Circulating antibodies against the GBM Binding to the NC1 domain of type IV  collagen a3  chain of the C terminal
	Slide 73
	Slide 74: Anti-GBM νόσος - Κλινικός φαινότυπος
	Slide 75
	Slide 76
	Slide 77: Triple helical organization of the type IV collagen family
	Slide 78: The atomic structure of the α3.α4.α5.NCI hexamer
	Slide 79: The cryptic nature of the Goodpasture epitope
	Slide 80
	Slide 81: Anti GBM νόσος - Θεραπεία
	Slide 82: Concurrent ANCA & anti-GBM antibodies in crescentic GN
	Slide 83
	Slide 84: Henoch Shonlein Πορφύρα                       
	Slide 85: Κρυοσφαιριναιμική ΣΝ-Θεραπεία
	Slide 86: Ευχαριστώ 

