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Primer caso “moderno” 1866

Adolf Kussmaul — Rudolf Maier



A Large Vessels B Medium Vessels C Small Vessels
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VASCULITIS CON AFECTACION PREDOMINANTE DE VASOS GRANDES

Arteritis de Takayasu

Arteritis de células gigantes (arteritis temporal) I
Sindrome de Cogan

Enfermedad de Behget

VASCULITIS CON AFECTACION PREDOMINANTE DE VASOS MEDIANOS

Poliarteritis nodosa

Poliarteritis nodosa cutanea

Enfermedad de Buerger

Enfermedad de Kawasaki

Angitis primaria del sistema nervioso central

VASCULITIS CON AFECTACION PREDOMINANTE DE VASOS PEQUENOS

Purpura Schonlein-Henoch
Poliangeitis microscopica
Granulomatosis de Wegener
Sindrome Churg-Strauss
Vasculitis limitada al rindn
Vasculitis crioglobulinémica
Angeitis leucocitoclastica cutanea



Causas diversas de vasculitis de vasos pequefos

Enfermedad del tejido conjuntivo (vasculitis reumatoide, lupus
sindrome de Sjogren, miopatias inflamatorias)

Enfermedad intersticial inflamatoria

Paraneoplasica

Infeccion

Vasculitis inducida por farmacos: asociada con ANCA, otras.



Chapel Hill Consensus
- Conference 2012

Large vessel vasculitis (LVV)
Takayasu arteritis (TAK)
Giant cell arteritis (GCA)
Mediom vessel vasculitis (MVYY)
Polyarteritis nodosa (PAN)
Kawasaki disease (KI)
small vessel vasculitis (SVV)
Antineutrophil cytoplasmic antibody (ANCA)—associated vasculitis
(AAV)
Microscopic polyangiitis (MPA)
Granulomatosis with polyangiitis (Wegener's) (GPA)
Eosinophilic granulomatosis with polyangiitis (Churg-Strauss)
(EGPA)
Immune complex SVV
Anti—-glomerular basement membrane (anti-GBM) disease
Cryoglobulinemic vasculitis (CV)
IgA vasculitis (Henoch-5chénlein) (IgAV)

Hypocomplementemic urticarial vasculitis (HUV) (anti-Clg
vasculitis)




Chapel Hill Consensus
- Conference 2012

Variable vessel vasculitis (VYY)
Behget's disease (BL))
Cogan’s syndrome (C5)

Single-organ vasculitis (S50V)
Cutaneous leukocyvtoclastic angiitis
Cutaneous arteritis
Primary central nervous system vasculitis
Isolated aortitis
O thers

Yasculitis associated with systemic disease
Lupus vasculitis
Rbheumatoid vasculitis
Sarcoid vasculitis
Others

Vasculitis associated with probable etiology
Hepatitis C virus—associated crvoglobulinemic vasculitis
Hepatitis B virus—associated vasculitis
Syphilis-associated aortitis
Drug-associated immune complex vasculitis
Drug-associated ANCA-associated vasculitis
Cancer-associated vasculitis
Others
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Broncoscopia: ectasias generalizadas con

inflamacion de la mucosa.
BAS: estéril.
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Persistencia de esputos hemoptoicos
Sindrome anémico
Deterioro de la funcion renal muy rapido

Mayo 2012
Ingreso para
estudio




Hb (g/dl)

creatinina
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alb/creat
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Para resumir
I ee,—,—,S—,—,—,—,

O varon 66 anos
= hemoptisis
O insuficiencia renal rapidamente progresiva

O proteinuria, hematuria
0 ANCA +

Sospecha de vasculitis asociada a ANCA



Vasculitis
e

Large vessel vasculitis (LVV)
Takayasu arteritis (TAK)
Giant cell arteritis (GCA)

Mediom vessel vasculitis (MVY)
Polyarteritis nodosa (PAN)
Kawasaki disease (KI)

Microscopic polyangiitis (MPA)
Granulomatosis with polyangiitis (Wegener's) (GPA)
Eosinophilic granulomatosis with polyangiitis (Churg-5Stra

Immune complex SV'V
Anti—glomerular basement membrane (anti-GBM) disease
Cryoglobulinemic vasculitis (CV)
IgA vasculitis (Henoch-5chonlein) (IgAV)
Hypocomplementemic urticarial vasculitis (HUV) (anti-Cl
vasculitis)
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Nuestro paciente

-W
egener | poliangeitis urg-

Strauss
hemoptisis Q Q
IRA
proteinuria Q Q
2.8 g/24 h Q Q Q
hematuri
a & & &
p-ANCA
(MPO) & &




Tratamiento

[ creatinina 6,01
500 5,4
4,27
3,89 I
245. 265. 265, 2715 285.
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Noviembre -
2011 Persistencia de esputos hemoptoicos Mayo 2012
Tos Sindrome anémico Ingreso para

Hemoptisis | Deterioro de la funcion renal muy rapido estudio

Astenia






microscopica

0 Bolos mensuales de la ciclofosfamida

0 ausencia de hemoptisis

O mejoria de la funcion renal:

O enero 2013 creatinina 1.74 mg/d|
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