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2. UYKpouaon CUHEPEPOVTWYV
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[TveupovoveppPIKO oUVOPOUO

« OplouOC

- Oc¢eia Negpikn BAGBN kail O¢eia AvatrveuaTIKN
AVETTApPKEIQ

o NOINWCEIC

« KapoloAoyika

« [ToAUuOpPYQVIKI QVETTAPKEID
o Opoupwocic

. Pdpuaka



EW Goodpasture

At post-mortem examination, in the lungs,
““ Hemorrhage instead of edema was the prominent
feature . !

The kidneys show a glomerular nephropathy with a
fibrinous exudate in Bowman’s capsule and cellular
proliferation of glomerular tufts ; some urinary tubules
are filled with erythrocytes.” (Goodpasture, 1919).




GOODPASTURE'’S SYNDROME
(PULMONARY HAMORRHAGE ASSOCIATED WITH GLOMERULONEPHRITIS)!

M. C. StanTON? and J. D. TANGE?
From the Department of Pathology, University of Melbourne

SUMMARY
Nine cases, which show a combination of pulmonary h@morrhage and glomerulonephritis, have been
recorded : as the xtiology of the condition is obscure, brevity and precedence are urged to justify the
name ‘‘ Goodpasture’s syndrome .



Goodpasture's Syndrome

« Oceia Neppikn BAGRN

- Taxewcg eceANICOOUEVN OTTEIPAUATOVEPPITIOA UE
unvoeldeic oxnuatiopyouc- RPGN

« Oceia AvatrveuaTikr) AVETTAPKEIQ
- Aiaxutn KuygeAidikn Aipyoppayia- DAH



RPGN+DAH- Aitia

« Noonuara ye avTiowpaTta EvavTl TNG BaciKnNg
uepBpavng (Anti-GBM Disease)- 20-40%
o 2UOTNHATIKEC AyYEITIOEC- 60-80%:
- GPA (Wegener's Granulomatosis)
- MPA
- EGPA (Churg-Strauss)
« N\IYOTEPO OUYXVA:

« 2EA, HSP, Kpuoopaipivaipia, Peuparogidrnc Ayyeiitida,
ddpuaka



NOCoOG AVTICWUATWY
‘EvavTt Baoiknc Meufpavng-
Anti-GBM Disease



Anti-GBM Disease- AiTia

« AuTOQVTIOWUATA:

- "EvavTi Tou KapPoguTeAIKOU AKPOU TOU UN
KOAAQYOVIKOU ETTITOTTOU TNC a3 aAUCOU TOU
KoAAayovou tutrou |V [a3(IV)NCI]- avtiyovo
Goodpasture

« AANoavTiIoWuATA:

- "Evavti Tou a3 p ad(IV)NCI peta atro yetapdoxeuon
o€ aoBeveic ue auvopopo Alport

- Alemtuzumab (Lemtrada)
« ETiTAOKn TNC Meupavwdouc Ne@poTraBeiag



EtidonuioAoyia

1 veo treploTaTiko ava 1 ue 2.000.000
TTANGUCUOU ava £10¢

NEOI QvTpEC

HLA-DRB1*1501

EKAUTIKOI TTOPAYOVTEC

- Karmviopa, TTveupovia, TTVEUPOVIKO 0idnua

- NiBoTpiyia, ammroppacn, ayyeimda, yeuBpavwdnc 2N



KAIVIKEC EKONAWOEIC |




KAIvVIkEC EkOnAwaoeicg ||

[TVEUUOVIKI) CUJMETOXN MOVO- aTTavia
2TTEIpapaTovePpiTida povo (30-50%):
- MikpookoTrikn aipatoupia- KuAivopol

- Taxewc e€eAicoopevn €IKOVA- OAlyoupia
2UCTNUATIKA CUUTITWHATO

KN2X- XOpIO€IOEC TTAEY O

KoxAiag

AUQPIBANCTPOEIDNC



Alayvwon

KAIVIKN €IKOVa
Anti-GBM AvticwpaTta (IF, ELISA)
‘EAcyxoc ANCA

Ne@pIkn Biowia



Light micrograph showing crescentic
glomerulonephritis II

High-power light micrograph showing an active hypercellular
crescent containing fibrin, which has a bright red appearance
(long arrow). Note that the severe inflammatory injury has led
to fragmentation of the glomerular tuft (short arrow) and to
creation of a rent in the capsule (double arrow).

Courtesy of Helmut Rennke, MD.

UploDate



Immunofluorescence microscopy showing linear
IgG

Immunofluorescence microscopy showing characteristic linear
deposition of IgG in anti-GBM antibody disease.

IgG: immunoglobulin G; GBM: glomerular basement membrane.

Courtesy of Helmut Rennke, MD.



Early pulmonary capillaritis in diffuse alveolar
hemorrhage

Light micrograph showing early pulmonary capillaritis. There is
neutrophilic infiltration of the alveolar wall and hemorrhage.

Courtesy of Marvin I Schwarz, MD.
UploDate



O¢parreia |

14.1: Treatment of anti-GBM GN
14.1.1: We recommend initiating immunosuppression
with cyclophosphamide and corticosteroids
plus plasmapheresis (see Table 31) in all
patients with anti-GBM GN except those who
are dialysis-dependent at presentation and have
100% crescents in an adequate biopsy sample,
and do not have pulmonary hemorrhage. (IB)



O¢partreia ll

Ytrootnpign (NB kamvioua, nrrapivn)

KOPTIKOEION
- MPiv 1gr x 3, yeta pred 1mg/kg/d per os

- 210Y0¢ 30mg oTouc 2 unvecg, 10mg oToucg 4 unveg
KUKAOQWO@Pauidon

- 2mg/kg/d per os yia 3 Pnveg

[MTAacpapaipeon

- Kabnuepiva yia 14 nuéEpeg



‘ExkBaon

5etnc emiBiwon 80%, ESRD 50%

2.UVEXION KOPTIKOEIOWYV +/- Aza yia 6-9 pnvecg
[TapakoAoubnon emmedwy anti-GBM
YTTOTPOTIN OTTAVvId

NEEC/TTEIPAPATIKEC BEPATTEIEC
MeTaudoxeuon veppou- UTTOTPOTTI/de novo



2UOTNUATIKEC AYYEIITIOEC



[TveupovoveppPIKO oUVOPOUO-
2UOTNUATIKEC QYVEITIOEC

« ANCA-Associated Vasculitis (AAV)

- Granulomatosis with Polyangiitis-GPA

- Microscopic Polyangiitis-MPA

- Eosinophilic Granulomatosis with Polyangiitis-EGPA
« Immune complex vasculitis

- Kpuoogaipivaiuia, lNopeupa Henoch-Shonlein
o 2UOTNUaTIK& NoonuaTta

- 2EA, Peupartogidnc ayyeiitida
« Odpuaka (AAV)



EtidonuioAoyia

10 pe 20 vea mrepioTartika ava 1.000.000
TTANBUOUOU ava £T0C

5n €wW¢ 7n OEKAETIA

Niyo ouxvoTepn otouc avtpec 1:0.9
2.UXVOTEPN O AEUKOUC

[eWypaAPIKN Kal ETTOXIKN dl1a@OPOTTOiNCN
- 7EKAUTIKOG TTOpAYOVTAC



KAIVIKEC EKONAWOEIC |




KAIvVIkEC EkOnAwaoeicg ||




Alayvwon

« KAIVIKN €IKOVQ
« ANCA

. Anti-GMB

« Neppikn Bloyia



KAIVIK Elkova

AANNAOETTIKAAUWN

AocOua kal nwoivo@iAia povo o EGPA
NeEKpWTIKA KOKKIWwPaTa povo o€ GPA/EGPA
Movo ve@piTida cuyxvotepa o MPA

loTOPIKO £KBEONC O€ Papuaka (udpaAadivn,
TTPOTTUABEIOUPAKIAN, HEBIUACOAN, UIVOKUKAIVN)

2. UCTNUATIKA voonuaTa



Antineutrophil Cytoplasmic Autoantibodies




ANCASs- 2uyxvornTta

MPA 20 70 10




Necrotizing glomerulonephritis

Light micrograph showing fresh segmental necrotizing lesions
with bright red fibrin deposition (arrows). A necrotizing
glomerulonephritis can be seen in a variety of inflammatory
disorders including vasculitis and lupus nephritis. The latter
has prominent immune complex deposition which is generally
absent in vasculitis.

Courtesy of Helrut Rennke, MD.,

UploDate



O¢parreia |

13.2: Special patient populations

13.2.1:

13.2.2:

13.2.3:

We recommend the addition of plasma-
pheresis for patients requiring dialysis or
with rapidly increasing SCr. (1C)

We suggest the addition of plasmapheresis for
patients with diffuse pulmonary hemorrhage.
(20)

We suggest the addition of plasmapheresis
for patients with overlap syndrome of ANCA
vasculitis and anti-GBM GN, according to
proposed criteria and regimen for anti-GBM
GN (see Chapter 14). (2D)



O¢partreia ll

YTTooTNPICr

KOPTIKOEIOr
- MPiv 1 grx3, yeta pred 1 mg/kg/d yia 4 ¢Bdouadeg
- 210X0¢ 20 mg oTOUC 2 UNVEC, OIOKOTTN O€ 6-9 unveg

KukAopwopapuidn per os 2 mg/kg/d yia 3-6
unvec N iv 0.5-1 g/m? ynviaia yia 6 pAveg

Rituximab v 375 mg/m?/wk x 4
[TAaocpa@aipeon

- Kabnuepiva uexpl va oraparnoel n DAH, peta
map'nuEPa ewg 7-10 ouvedpieg



‘ExBaon

o [levraetnc emPiwaon 70%- ESRD 30%

« O¢partreia cuvtnpnoncg (Aza/Rtx) 12-24 unvec
« O¢epartreia UTTOTPOTING

« [lapakoAouBbnon ANCA

o MeTapooyxeuon veppou



[TveupovoveppPIKO oUVOPOUO

« RPGN+DAH puTtropei va 1TpokANBei ota mTAaiola
€ite voonuaTtwy pe anti-GBM avriowpara, €iTe
OUOTNUATIKWY QYyYENTIOWV

« H ypniyopn diayvwaon Kal N Evapen
TTAQOMAPAIPECNC KAl AVOOOKATAOTOANC UE
KOPTIKOEION KAl KUKAOQWaPauidon N
PITOUCIMAMTIN Eival ATTAPAITATEC YIA VO
eAATTWOEI N BvnTOTNTA KOI N VOONPOTNTA



Euxapiotw



