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AVTIKELLEVIKN £EETAON ELOOSOU - APXLKOC SLOYVWOTLKOC EAEYXOG

Epyaotnplokog EAeyxog
AlN=110/70mmHg, 2¢@uceIc=95/min,

©=38 °C, AvamTvoéc=22/min Hb: 6.6 g/dl, MCV: 92 fL, WBC: 6480 (I 79%, A 15%), PLT: 367000
_ Cr:1.8 mg/dl
Sat0,=93% (FiO2 21%) Gl 101 my/d
AST/ALT: 18/9 U/L (<34/<55)
KAwikn eé€taon CRP: 1 (<5 mg/dl), TKE 32 mm/h, FIB: 260 mg/d|
PT/aPTT: 11/27 (<14/<35 sec), INR: 1, D-Dimmers: 1790 (<500 ug/L)
Meiwon AW Mevik oUpwyv : RBC: 100, WBC: 18-20, AguK: (+)
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Evepyo
{ 1o }

[Mapouaia TTOAAATTAWYV
EPUBOPOKUTTAPIKWV
KUAiVOpwv

[ pr/24h ] 3.3 g/ 24h




Evepyo —
{ 'KI’] Ma } [Napouaoia TTOAAATTAWY
EPUBOPOKUTTAPIKWV
KUAiVOpwv
=  2TTEIPAUATOVEPPITIOO
{ Pr/24h } 3.3 9/ 24h Bioyia

- Neppou



A/A BwpaKoc CT Owpaka

Avoupio—> Mvevpovikn atpoppayio??



2uvoyilovtog

EYPHMATA
SYMMNTQMATA
v’ ANAIMIA
> MYPETOZ
5 v OZEIA NEQPIKH BAABH ME EIKONA
» BHXAZ SMEIPAMATONE®PITIAAS
> AIMONTYSH

v" TINEYMONIKA AIHOHMATA —
NMNEYMONIKH AIMOPPATIA



2uvoyilovtog

EYPHMATA
SYMMNTQMATA
v’ ANAIMIA
> MYPETOZ
> v OZEIA NEQPIKH BAABH ME EIKONA
» BHXAZ SNEIPAMATONE®PITIAAS
> AIMONTYSH

v' INEYMONIKA AIHOHMATA -
NMNEYMONIKH AIMOPPATIA

2UVOpPOMO

NMvevpova-Nedppou




PeuuaTtoAoyika
voonuara

ANCA-oxeTiCOpEVN
Ayyelimidoa

Anti-GBM

Awadopikn dtayvwon

Mn-peupaToAoyiKa
voonuara




PeuuaTtoAoyika
voonuara

ANCA-oxeTiCOpEVN
Ayyelimidoa

Anti-GBM

Awadopikn dtayvwon

Mn-peupaToAoyiKa

voonuara

Glomerulonephritis

Acute silicoproteinosis

Vasculitis
Polyarteritis nodosa

Churg-Strauss

Hypersensitivity
Behget syndrome
Hughes-Stovin
Giant cell arteritis

Takayasu arteritis

Goodpasture’s syndrome
Immune complex glomerulonephritis

Glomerulonephritis with CHF
Other types of glomerulonephritis

Microscopic polyangiitis

Wegener’s granulomatosis
Henoch-Schénlein purpura
Mixed IgG-IlgM cryoglobulinemia

Lymphoid granulomatosis
Necrotizing sarcoid granulomatosis Fungus

Hypocomplementemic urticaria

Collagen vascular disease
Systemic lupus erythematosus
Progressive systemic sclerosis
Rheumatoid arthritis

Cardiovascular

Advanced uremia with superimposed CHF

jtral stenosis

monary embolism with infarct and

erlying renal vein thrombosis

on

egionnaire’s disease

Necrotizing pneumonitis

Bronchitis

Tuberculosis

. Lung abscess
Bronchiectasis

Malignancy with associated glomerulopathy

Blood dyscrasias
Thrombotic thrombocytopenic purpura
Hemolytic uremic syndrome

Idiopathic hemosiderosis

D-Penicillamine toxicity, trimellitic anhydride

toxicity




PeuuaTtoAoyika
voonuara

ANCA-oxeTiCOpEVN
AyyeliTida

Anti-GBM

Awadoplkn diayvwon

Mn-peupaToAoyiKa
voonuara

Glomerulonephritis
Goodpasture’s syndrome
Immune complex glomerulonephritis
Acute silicoproteinosis
Glomerulonephritis with CHF
Other types of glomerulonephritis
Vasculitis
Polyarteritis nodosa
Microscopic polyangiitis
Wegener’s granulomatosis
Henoch-Schénlein purpura
Mixed IgG-IlgM cryoglobulinemia
Churg-Strauss
Lymphoid granulomatosis
Necrotizing sarcoid granulomatosis
Hypersensitivity .
Behcet syndrome
Hughes-Stovin
Giant cell arteritis
Hypocomplementemic urticaria
Takayasu arteritis

Collagen vascular disease
Systemic lupus erythematosus
Progressive systemic sclerosis
Rheumatoid arthritis

Cardiovascular

Advanced uremia with superimposed CHF

jtral stenosis

monary embolism with infarct and

erlying renal vein thrombosis

on

egionnaire’s disease

Necrotizing pneumonitis

Bronchitis

Tuberculosis

Fungus

Lung abscess

Bronchiectasis

Malignancy with associated glomerulopathy

Blood dyscrasias
Thrombotic thrombocytopenic purpura
Hemolytic uremic syndrome

Idiopathic hemosiderosis

D-Penicillamine toxicity, trimellitic anhydride

toxicity

Mowa Ba mpEmeL va elvat n emMOpevn dtayvwotikn eé€taon?



Blioyia Nedppou

ZUYKEVIPLKOG KUTTAPLKOG Kuttapilkog pnvoeLdng Kuttapilkog unvoeLdng
UNVOELSNG OXNHATLOHOG OXNHOTLOMOG OXNHOTLOHOG

KuttaplkoG HNVOELSNG OXNHUATIOMOG KOl
TUNMRatky vékpwon (B£Aog)




Blioyia Nedppou

ZUYKEVIPLKOG KUTTAPLKOG Kuttapilkog pnvoeLdng Kuttapilkog unvoeLdng
UNVOELSNG OXNHATLOHOG OXNUATLONOG OXNHOTLOHOG

BwHAVELOG
MnvoeLéng
OXNHOTLONOG

Kuttapikog UnvoeLdng oxnHOTLOHOG Kot . . . Y Y
Tunpatik vékpwon (BéAog) Evtovn ypappuikn kaOnAwon IgG odaipivng o€ oneipopo

Tov TEPLAABAVEL LNVOELSH OXNHOTLONO




Blioyia Nedppou

24 oTtreipAuaTa

Mnvoeideic oxnuatiouoi 91.6%

Tunuartikn ivoeidn vékpwon 37.5%

‘Evrovn kaBnAwon IgG pe ypaupIKO TTPOTUTTO KATA HAKOG TWYV BACIKWY JENBPAVWV TWV

OTTEIPANATIKWY TPIXOEIOWV

2UNTTEPOOLIO

Mnvos€Idng otreipapaTovePpiTida wg £1ri anti-GBM



TeAwkn dtayvwon




‘Evapén Oepatreiag

EtdAsipn anti-GBM avTiowuatwy

PLEX (Plasma exchange) KukAo@wao@apion ['AUKOKOPTIKOEION

15 ouvedpicg



MepaITEPW OIAYVWOTIKOG EAEYXOG

RF: 11(<151U/ml),

Anti-CCP (-)

ANA (-), ENA (-), ¢/p ANCA (-), GBM (+)
C3/C4:110/35 (>75/>10 mg/dl)

1gG/IgA/1gM: 592/101/27 (<1600/<400<230 mg/dl)
AvoookaOnAwon (-)

Cryos (-)

HIV — loAoykog (-)




[Mopeia Nooou — lNveupovikn TTPocROANR

Avaykn yia xaunAa
peiypaTa O2




[Mopeia Nooou — lNveupovikn TTPocROANR

Avaykn yia xaunAa
peiypaTa O2



[Mopeia Nooou — Ne@pIkn TTpooBoANR
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NMopeia Nooou

O¢epartreia

v Tapering GCs
v IV-CY

Xwpic avaykn yia O2 duaioloyikr) Ne@pikn AciToupyeia



AntiI-GBM disease

NOCOG TToU TTPOCRAAAEI MIKPAG ayyeia

O@eileTal oTNV TTAPOUCIA AUTOAVTIOCWHATWY
Evavtl TNG a3 aAuaidag Tou KoAAayovou IV
TTOU BPIOKETAI OTO OTTEIPANA KOl OTOUG
TTVEUOVEG

Xapaktnpietal atro ypaupikn evatrobeon IgG
KATa JAKOG TG OTTEIPANATIKAG BACIKAC
HepBpavng

ExONAWVETAI JE TAXEWG ECEAICTOUEVN
OTTEIPANATOVEPPITION £ KUWEAIDIKN algoppayia
(vbooc¢ Goodpasture)

Medium vessel vasculitis
Polyarteritis nodosa
Kawasaki disease

Immune-complex small vessel vasculitis
Cryoglobulinemic vasculitis
IgA vasculitis (Henoch-Schonlein)
Hypocomplementemic urticarial vasculitis

I Anti-GBM disease I
 —

Large vessel vasculitis
Takayasu arteritis
Giant cell arteritis

ANCA-associated small vessel vasculitis
Microscopic polyangiitis
Granulomatosis with polyangiitis {Wegener’s)
Eosinophilic granulomatosis with polyangiitis (Churg-Strauss)

Variable vessel vasculitis
Behget's disease

Jennette JC, Falk RJ, et al. 2012 revised International Chapel Hill Consensus Conference Nomenclature ofVasculitides. Arthritis Rheum. 2013;65(1):1-11



AntiI-GBM disease

EmidnuioAoyia

> 2TMAVLOLVOOOC

» Etnola enimtwon: 0.4-2.8/ekatopplplo

nAnBuopou
» YPnAotepog emumoAaopog o€ KAUKAGLOUG . 540 £Thvy . 560 £TOV
, , , " Ynepoxn & » O®>c
» Juxvotnta o€ aoBeVELC UE MIVEUUOVLKN . Aubvibioévapn . SuyvoTEEN N
aLpoppayia kat vedppittda = 10% . Suyvétepn N LELOVEEV VEDPKN
aLpoppayia npocoBoAn
" KaAUtepn = Kakn mpoyvwon

NMPOyvVwon



AntiI-GBM disease

KAIVIKN €IKOVa

Clinical features m

Renal involvement

> H mAciopneia Twv acBevwyv gp@avilel

TEZN
Acute renal failure (%) 101 (91)
» 40%-60% €£xouv TTVEUUOVIKNA Serum creatinine (mg/dl) 7.2 [4.2;11.4]
aipoppayia (AIYOTEPO EKTEBEINEVOG Proteinuria (> 0.5 g/dl, %) 72 (91)

KUWEAIDIKOG ETTITOTTOC;)
Microscopic hematuria (%) 81 (98)

Pulmonary involvement N=119

» Mepovwpuévn VEQPIKI vOOOG

» [evikd oupTtrTwuarta (Kakouxia, Dyspnea (%)* 42(38)

TTUPETOGC, aTTWAEIa BApoug) AlyOTEPO
ouxvd atrd 1ic ANCA (+) Cough (%) 39 (45)
Overt hemoptysis (%) 31 (27)

Alveoral hemorrhage on BAL 23 (92)



AntiI-GBM disease

Alayvwon
OpoAoyIkEC OOKIUATIES Biowia
O Ag évavr a3(IV)NC1 0 Omtikd HIKPOOKOTILO: VEKPWON, LNVOELSELG
oxnuatiopot IAIAZ HAIKIAZ (vs ANCA)
O Elisa : Evaiobnoia 95-100%
EidikoTnTa 91-100% (IgG1, IgG3 > IgG4,IgA) 0 95% twv acBevwv!!! (80% amnd auvtolg
False-positive <1%, false-negative = 5% -10% gxouv dLaxutn npocBoAn)
L Western blot: kaAUtepn evaoBnoia, OxtL eupewc Stabgotun 0 AvocodBoplopoc: MpappLkn) evamnobeon

lgG katd pRKo¢ tng ZBM

0 2to 20% twv aoBsvwv aviyvevovtal ANCA (MPO) (double-
positive)



AntiI-GBM disease

Mpoyvwon

» 5-€1r1¢ ouvoAIKN TTIRiwon 92%
»> 5-em¢ ve@pIkn emTIRiwon 34%

Kakoi TTpOoyvWOTIKOI TTOPAYOVTEG

v' Avaykn yia aigokdBapon katd Tnv eicaywyn (HR:3.17)
v 'Extaon omreipapatikng BAARNS

v HAikia*

v" OAiyoupia*

v' O1 utrotpoTréc eival otravieg (<3%), Oev ouoThveTal BepaTtreia cuvTipNong (EKTOC
double positivity)
v ApvnTikOG TiTAOG anti-GBM yia 6 urveg TTpo JETAPNOOXEUONC

Vi alen EE, Jennette JC, et al. din J Am Soc Nephrol. 2018;13(1):63-72. Marques C, CarvelliJ, et al. Front Immunol. 2019;10:1665



JUUMEPACHOTA

Anti-GBM: ArtelAntikn yia tn {wr vooog

= ApEon avayvwplon kal evapén Bepareiag

PLEX + CYC + Glucocorticoids

KaAry cuvoALkn emiBiwon — kakn vedpikn enipiwon

= H umotponn eival oravia

Euxaptotw yLa tnv mpoooxn oag



