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ANTECEDENTES

PERSONALES PATOLOGICOS
Hipertension arterial

Hipertiroidismo

MEDICAMENTOS:
Lisinopril 20 mg VO c/dia
Metimazol 5 mg VO c/dia

NO PATOLOGICOS
Niega




ANTECEDENTES

PERSONALES PATOLOGICOS

Hipertension arterial )
Hipertiroidismo QUIRURGICOS

Miringotomia
MEDICAMENTOS:
Lisinopril 20 mg VO c/dia
Metimazol 5 mg VO c/dia GINECO OBSTETRICOS
G1P1.No ITS
NO PATOLOGICOS
Niega




EXAMEN FISICO

Pa: 110/60 Fc:65 [pm Fr: 20rom  T:37.1°C

Normocétala. Intranquila
Pabellén auricular bien implantado, no secreciones. No dolor
Mucosa oral subhidratada
Pulmones con buena entrada y salida de aire
Abdomen B/D, RHA+. Puhopercusion + bilateral
Extremidades simétricas.
Sin lesiones cutaneas
Glasgow 15 puntos
-Hipoacusia sensorineural
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LABORATORIOS DE INGRESO

3 1 135 [ 101] 141 00
34.0@ ' {53,000 55 | 23 [13.72
23.5

URINALISIS
AST: 13 Bt: 0.8 oH: 7.0  GR:106Z
ALT: 25 B 25 Gluc: 1+ GB:288
Prot: 4+
VES: 120 PCR: 420 SO: 3+
VIH: NEG _ANTIBIOTICOTERAPIA

-HEMODIALISIS
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CURSO CLINICO

PARACLINICOS

Prot/Creat orina al azar: 24.44 g

Se solicita perfil inmunolégico

Pulsos de Metilprednisolona
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CURSO CLINICO

BIOPSIA RENAL

NEFROLOGIA: BIOPSIA RENAL

PERFIL INMUNOLOGICO

ANCA PR-3: 2081 (+++)
C3: 105 ANCA MPO: <3.2
C4: 13 ANTI DNA: <9.8

B ALTERADO Il \NO ALTERADO
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CURSO CLINICO

BIOPSIA RENAL

NEFROLOGIA: BIOPSIA RENAL

PERFIL INMUNOLOGICO

ANA: 2.7 ANCA PR-3: 2081 (+++)
C3: 105 ANCA MPO: <3.2
C4: 18 ANTI DNA: <9.8

VASCULITIS ANCA PR-3 ASOCIADA

B ALTERADO Il \NO ALTERADO
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CURSO CLINICO

MANEJO COMPLEMENTARIO

EVALUACION POR ORL

AUDIOMET

CT SENOS PARANASALES] ©

Hipoacusia sensorineural
|

I bilateral protunda -
-1 Quiste de retencidn vs pdlipo

‘ en antro maxilar
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CURSO CLINICO

INFORME DE BIOPSIA
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DIAGNOSTICO FINAL

EGRE - PLAN DE MANEJO

VASCULITIS DE PEQUENOS VASOS ANCA PR-3 ASOCIADA

GRANULOMATOSIS CON POLIANGEITIS




DIAGNOSTICO FINAL

EGRE - PLAN DE MANEJO

VASCULITIS DE PEQUENOS VASOS ANCA PR-3 ASOCIADA

GRANULOMATOSIS CON POLIANGEITIS

HEMODIALISIS CRONICA

CORTICOIDES VO

CICLOFOSFAMIDA MENSUAL
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GRANULOMATOSIS CON POLIANGEITIS CHMDrAAM - CAMI 2022

GENERALIDADES

/Medium vessel vasculitis A /Immune complex small vessel vasculitis A
* Polyarteritis nodosa * Cryoglobulinaemic vasculitis o ~
» Kawasaki disease * |IgA vasculitis (Henoch—-Schoénlein purpura) s/VaSCU ‘ 1ITIS d e pequenOS
~ * Hypocomplementemic urticarial
vasculitis (Anti-C1q vasculitis) vasos
-
(Anti-GBM disease)
4 N .
v Asociada a ANCA
(autoinmunidad)
p N /ANCA-associated small vessel vasculitis ‘/ MV an IfeSta Clones C‘ nicas
L | liti * Mi pic polyangiiti _ f .
arge vessel vasculitis _* Microscopic polyangiitis _________ E— d IVersas

* Takayasu arteritis » Granulomatosis with polyan jitis

—

_— s s

* Giant cell arteritis ) \' ‘Eosinophilic granulomatosis with polyangiitis.

Kitching, A. R., Anders, H.-J., Basu, N., Brouwer, E., Gordon, J., Jayne, D. R,, ... Kain, R. (2020). ANCA-associated vasculitis.
Nature Reviews Disease Primers, 6(1). doi:10.1038/s41572-020-0204-y
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EPIDEMIOLOGIA
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Kitching, A. R., Anders, H.-J., Basu, N., Brouwer, E., Gordon, J., Jayne, D. R,, ... Kain, R. (2020). ANCA-associated vasculitis. Nature Reviews Disease Primers, 6(1). doi:10.1038/s41572-020-0204-y
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MANIFESTACIONES CLINICAS
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TABLE 1. Summary of presented cases of Wegener granulomatosis with predominating aural complaints
Hypoacusis
Age Duration (pure tone
No. (yr) First complaint (mo) audiometry) Other symptoms Treatment Results
39 Bilateral hearing loss 2 Bilateral, 80 dB Facial nerve paresis ENT: bilateral paracentesis Death after 2 months
on the left side = General: intravenous for respiratory failure
chemotherapy
32  Left ear discharge 2 Bilateral, 80 dB Facial nerve paresis ENT: Left side Death in 1 wk for
and pain, bilateral on the left side antromastoidectomy respiratory insufficiency
hearing loss with facial nerve
decompression
46  Bilateral hearing loss 5 L, 80 dB — General: intravenous Hearing improvement in
R, 70 dB chemotherapy and steroids 12 months observation
4 46  Sudden hearing loss, = - Nasal bleeding General: intravenous Progress of the
bilateral hemorrhagic chemotherapy granulomatous process
discharge (lungs, nose) in 2 mo
34  Bilateral hearing loss 5 L, 70 dB Persistent cough General: intravenous Progress of the disease
R, 40 dB chemotherapy with renal failure
6 46  Unilateral hearing loss 3 L, 60 dB — ENT: Left side paracentesis = Hearing improvement in
General: steroid 2 mo
intravenous pulses
42  Bilateral hearing loss, left 2 L, 90 dB — ENT: Left side Hearing improvement
facial nerve palsy antromastoidectomy before noticed immediately,
admission to our department  the best result in 5 mo
R, 60 dB General: high doses of

oral steroids
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TABLE 1. Summary of presented cases of Wegener granulomatosis with predominating aural complaints

Hypoacusis
Age Duration (pure tone
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B— R, 40 dB chemotherapy with renal failure
6 46  Unilateral hearing loss 3 L, 60 dB — ENT: Left side paracentesis = Hearing improvement in
General: steroid 2 mo
intravenous pulses
42  Bilateral hearing loss, left 2 L, 90 dB — ENT: Left side Hearing improvement
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admission to our department  the best result in 5 mo
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DIAGNOSTICO
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2022 AMERICAN COLLEGE OF RHEUMATOLOGY / EUROPEAN ALLIANCE OF ASSOCIATIONS FOR RHEUMATOLOGY
CLASSIFICATION CRITERIA FOR GRANULOMATOSIS WITH POLYANGIITIS

CLINICAL CRITERIA

Nasal involvement: bloody discharge, ulcers, crusting, congestion,

blockage, or septal defect / perforation +3

Cartilaginous involvement (inflammation of ear or nose cartilage, hoarse voice

or stridor, endobronchial involvement, or saddle nose deformity) +2

Conductive or sensorineural hearing loss +1
LABORATORY, IMAGING, AND BIOPSY CRITERIA

Positive test for cytoplasmic antineutrophil cytoplasmic antibodies (CANCA)

or antiproteinase 3 (anti-PR3) antibodies +5

Pulmonary nodules, mass, or cavitation on chest imaging +2

Granuloma, extravascular granulomatous inflammation, or giant cells on biopsy +2

Inflammation, consolidation, or effusion of the nasal/paranasal sinuses,

or mastoiditis on imaging +1

Pauci-immune glomerulonephritis on biopsy +1

Positive test for perinuclear antineutrophil cytoplasmic antibodies (PANCA)

or antimyeloperoxidase (anti-MPQO) antibodies -1

Blood eosinophil count > 1 x10%/liter -4

Grayson, P. C., et al. 2022 American College of Rheumatology/European Alliance of Associations for Rheumatology Classification Criteria for Eosinophilic Granulomatosis with Polyangiitis. Annals of the rheumatic diseases, 81(3), 309-314. https://doi.org/10.1136/annrheumdis-2021-221794
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TRATAMIENTO

INDUCCION

Comarmond C, Cacoub P. Granulomatosis with polyangiitis (Wegener): Clinical aspects and treatment. Autoimmunity Reviews 2014;13:1121-5. https://doi.org/10.1016/j.autrev.2014.08.017.
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INDUCCION MANTENIMIENTO
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TRATAMIENTO

INDUCCION MANTENIMIENTO

-Llevar la enfermedad a remisidn. 3 -6 m

Comarmond C, Cacoub P. Granulomatosis with polyangiitis (Wegener): Clinical aspects and treatment. Autoimmunity Reviews 2014;13:1121-5. https://doi.org/10.1016/j.autrev.2014.08.017.
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TRATAMIENTO

INDUCCION MANTENIMIENTO

-Llevar la enfermedad a remisidn. 3 -6 m

-Inmunosupresor + GC

Comarmond C, Cacoub P. Granulomatosis with polyangiitis (Wegener): Clinical aspects and treatment. Autoimmunity Reviews 2014;13:1121-5. https://doi.org/10.1016/j.autrev.2014.08.017.
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TRATAMIENTO

INDUCCION MANTENIMIENTO

-Llevar la enfermedad a remisidn. 3 -6 m
-Inmunosupresor + GC

-Glucocorticoides
-Prednisona oral (1 mg/kg/d)

-Metilprednisolona (7.5-10 mg/kg/d)

Comarmond C, Cacoub P. Granulomatosis with polyangiitis (Wegener): Clinical aspects and treatment. Autoimmunity Reviews 2014;13:1121-5. https://doi.org/10.1016/j.autrev.2014.08.017.
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TRATAMIENTO

INDUCCION MANTENIMIENTO
-Llevar la enfermedad a remisidon. 3 -6 m -Consolida la remision. 12 - 24 m
-Azatriopina (AZA)

-Inmunosupresor + GC ,
Recaidas comunes luego del

-Glucocorticoides retiro
-Prednisona oral (1 mg/kg/d)

-Metilprednisolona (7.5-10 mg/kg/d)

-Inmunosupresor
-Rituximab
-Ciclotosfamida

Comarmond C, Cacoub P. Granulomatosis with polyangiitis (Wegener): Clinical aspects and treatment. Autoimmunity Reviews 2014;13:1121-5. https://doi.org/10.1016/j.autrev.2014.08.017.
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-Prednisona oral (1 mg/kg/d)

-Metilprednisolona (7.5-10 mg/kg/d) “Metrotexate (MTX)

20-25 mg /semana
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Comarmond C, Cacoub P. Granulomatosis with polyangiitis (Wegener): Clinical aspects and treatment. Autoimmunity Reviews 2014;13:1121-5. https://doi.org/10.1016/j.autrev.2014.08.017.
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TRATAMIENTO

INDUCCION MANTENIMIENTO
-Llevar la enfermedad a remisidon. 3 -6 m -Consolida la remision. 12 - 24 m
-Azatriopina (AZA)

-Inmunosupresor + GC ,
Recaidas comunes luego del

-Glucocorticoides retiro
-Prednisona oral (1 mg/kg/d)

-Metilprednisolona (7.5-10 mg/kg/d) “Metrotexate (MTX)

20-25 mg /semana

-Inmunosupresor
-Rituximab
-Ciclotosfamida

-Rituximab
Mayor efectividad que AZA
Menor riesgo de recaida

Comarmond C, Cacoub P. Granulomatosis with polyangiitis (Wegener): Clinical aspects and treatment. Autoimmunity Reviews 2014;13:1121-5. https://doi.org/10.1016/j.autrev.2014.08.017.
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PRONOSTICO

SIN TRATAMIENTO CON TRATAMIENTO

Garner S, Khalidi N. Updates in the treatment of granulomatosis with polyangiitis and microscopic polyangiitis: At a crossroad. La Presse Médicale 2020;49:104038. https://doi.org/10.1016/j.Ipm.2020.104038.
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PRONOSTICO

SIN TRATAMIENTO CON TRATAMIENTO

-Mortalidad al primer ano en el 70%
de los casos

Garner S, Khalidi N. Updates in the treatment of granulomatosis with polyangiitis and microscopic polyangiitis: At a crossroad. La Presse Médicale 2020;49:104038. https://doi.org/10.1016/j.Ipm.2020.104038.
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PRONOSTICO

SIN TRATAMIENTO CON TRATAMIENTO

-Remisién en mas del 80% de los casos
-Tasa de supervivencia a 10 anos de /5%

-Recaida en 50%

-Mortalidad al primer ano en el 70%
de los casos

Garner S, Khalidi N. Updates in the treatment of granulomatosis with polyangiitis and microscopic polyangiitis: At a crossroad. La Presse Médicale 2020;49:104038. https://doi.org/10.1016/j.Ipm.2020.104038.



GRANULOMATOSIS CON POLIANGEITIS CHMDrAAM - CAMI 2022

PRONOSTICO

SIN TRATAMIENTO CON TRATAMIENTO

-Remisién en mas del 80% de los casos
-Tasa de supervivencia a 10 anos de /5%

-Recaida en 50%

-Mortalidad al primer ano en el 70%
de los casos

FACTORES PRONOSTICO

AL DIAGNOSTICO EN EL CURSO



GRANULOMATOSIS CON POLIANGEITIS CHMDrAAM - CAMI 2022

PRONOSTICO

SIN TRATAMIENTO CON TRATAMIENTO

-Remisién en mas del 80% de los casos
-Tasa de supervivencia a 10 anos de /5%

-Recaida en 50%

-Mortalidad al primer ano en el 70%
de los casos

FACTORES PRONOSTICO

AL DIAGNOSTICO EN EL CURSO
_ANCA anti-PR3

-Compromiso cardiaco
-TFG < 60 ml/min



GRANULOMATOSIS CON POLIANGEITIS CHMDrAAM - CAMI 2022

PRONOSTICO

SIN TRATAMIENTO CON TRATAMIENTO

-Remisién en mas del 80% de los casos
-Tasa de supervivencia a 10 anos de /5%

-Recaida en 50%

-Mortalidad al primer ano en el 70%
de los casos

FACTORES PRONOSTICO
AL DIAGNOSTICO EN EL CURSO
-ANCA anti-PR3 -Persistencia de ANCA-PR3
-Compromiso cardiaco -Aumento de titulos del ANCA-PR3

-TFG < 60 ml/min
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PUNTOS PARA RECORDAR

-Entidad clinica poco frecuente con manifestaciones sistémicas
-Clinica atipica puede retrasar el diagndstico
-Alto indice de sospecha

-Diagndstico y tratamiento oportuno mejoran el prondstico
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