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Small-vessel vasculitis (SVV) . .
. . . . . . Vasculitis: do we know more to classify better?
A. Anti-neutrophil cytoplasmic antibody (ANCA )-associated vasculi-

tis (AAV)
-Microscopic polyangiitis (MPA)

-Granulomatosis with polvangiitis (Wegener granulomatosis) [ GPA Vasculitis de vasos pequefios por complejos inmunes
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-Anti-glomerular basement membrane (ant-GBM) disease
-Cryo E]nbulinernic vasculitis (CV)
-IgA vasculitis (Henoch—Schanlein) [IgAV (HSP)]

-Hypocomplementemic urticarial vasculitis (HUV) (anti-C1q vas-
culitis)
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6 EULAR/PRINTO/PRES criteria for Henoch—Schonlein

aror purpura, childhood polyarteritis nodosa, childhood
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ACR criteria versus Ankara 2008 criteria regarding vasculitis classification

Vasculitis Classification criteria [reference number]
ACR cnteria Ankara 2008 cntera
IgA vasculitis/HSP =2 of the following: Purpura or petechia (mandatory) with lower limb predominance

-=20 years of age at disease onset

-Palpable purpura

-Acute abdominal pain

-Biopsy showing granulocytes in the wall of small
arterioles/venules

plus 1 of 4:

-Abdommal pain

-Histopathology (predommant IgA deposit in a biopsy)
-Arthntis or arthralgia

-Renal mvolvement




VASCULITIS POR IGA

Vasculitis sistémica mas comun en
niNos

6 a 24/100.000 ano

90% menores de 10 anos. Media 6
anos

Compromiso renal en 30-50% de
pacientes

Pronostico a largo plazo se relaciona
con compromiso renal
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Henoch-Schonlein purpura nephritis
in children

Jean-Claude Davin and Rosanna Coppo

2012




12 Estudios 1.133 Ninos

34% Orina patoldgica

79% Hematuria 21%

con o sin Sindrome Nefritico
proteinuria Sindrome Nefrético




NEFRITIS POR VASCULITIS IgA

Asociada
Mayor edad a la pesentacion
Pdrpura persistente
Recurrencia de la purpura
Sintomas abdominales graves

Presentacion
85% primeras 4 semanas
90% primeras 8 semanas
97% dentro de los 6 meses




Propuesta de seguimiento ambulatorio en los pacientes con purpura de Schonlein-Henoch

HTA, proteinuria o hematuria
microscopica en alguna visita:
estudio funcion renal

:

Determinar la frecuencia de
revisiones segun resultados

| No afectacion renal H?matu'r o
microscopica

I ALTA

PURPURA DE SCHONLEIN-HENOCH

S Ricart Campos
Unidad de Reumatologia Pediatrica. Servicio de Pediatria. Hospital Sant Joan de Déu. Barcelona

Ricart Campos S. Purpura de Schénlein-Henoch.
Protoc diagn ter pediatr. 2014;1:131-40



Sindrome Nefrotico/ Nefritico / Fallo renal

Alto riesgo de compromiso renal cronico

Seguimiento prolongado

ORIGINAL ARTICLE

Risk of long term renal impairment and duration of
follow up recommended for Henoch-Schonlein
purpura with normal or minimal urinary findings: a
systematic review

H Narchi \9.

Arch Dis Child 2005;90:916-920. doi: 10.1136/adc.2005.074641



ORIGINAL ARTICLE

Risk of long term renal impairment and duration of
follow up recommended for Henoch-Schonlein
purpura with normal or minimal urinary findings: a
systematic review
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ORIGINAL ARTICLE

Presentation of pediatric Henoch-Schonlein purpura nephritis
changes with age and renal histology depends on biopsy timing
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Presentation on diagnosis of HSP and long term renal impairment
Children Long term renal impairment
No. % No. % (95% Q) Relative risk (95%)
Total 1133 21 1.8(1.1 10 2.8) NA
With normal urine 746 65.8 0 0(0% 0.5) NA
With dbnormal urinalysis 387 342 21 54(3310 83 NA
Isolated haematuria + proteinuria 305 78.8 5 1.6 (0.5 10 3.8) (baseline)
Nephritic or nephrotic syndrome 82 21.2 16 19.5(11.1 1o 31.7) 11.9(4.1-41.5)

NA, not applicable; Cl, confidence intervals.



Severidad
Clinica
Inicial

Hallazgos
Histologicos

Henoch-Schonlein Purpura Nephritis: Pathophysiology,
Treatment, and Future Strategy

Tocn-Clae Davin

Clin | Am Soc Nephrol & 679-689, 2011. doi: 10.2215/CJN 06710810
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Largo Plazo
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ORIGINAL ARTICLE

Presentation of pediatric Henoch—Schonlein purpura nephritis
changes with age and renal histology depends on biopsy timing
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INDICACION DE BIOPSIA RENAL

Sindrome Nefritico
Fallo Renal Agudo
Sindrome Nefrotico

Proteinuria mayor 1 gr/m? / dia
durante 4 a 6 semanas



Grado ISKDC

Alteraciones minimas

Proliferacion Mesangial

1l A Proliferacion focal con < 50 % semilunas

Il B Proliferacion difusa con < 50 % semilunas

IV A Proliferacion focal con 50 a 75 % semilunas
IV B Proliferacion difusa con 50 a 75 % semilunas
VA Proliferacion focal con >75 % semilunas
VB Proliferacion difusa con >75 % semilunas

Vi

Glomerulonefritis Membranoproliferativa

ISKDC = International Study of Kidney Diseases in Children
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BIOPSIA RENAL

MO Hospital Infantil Cordoba,
Diciembre 2017
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BIOPSIA RENAL

Hallazgos histologicos

Presentacion Tiempo de Formacion
clinica biopsia renal de semilunas
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ORIGINAL ARTICLE

Presentation of pediatric Henoch—Schonlein purpura nephritis
changes with age and renal histology depends on biopsy timing
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LESIONES CRONICAS EN BIOPSIA RENAL
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Presentation of pediatric Henoch—Schonlein purpura nephritis
changes with age and renal histology depends on biopsy timing
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- Biopsia temprana

- Lesiones cronicas pueden desarrollarse en el primer mes
del inicio de la enfermedad

- Asociadas a reduccion de la FR
- Asociado a proteinura no nefrotica

- Tratamiento temprano reduciria el dano glomerular
cronico
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BIOPSIA RENAL

Clasificacion ISKDC

- NoO se relaciona completamente
con severidad de manifestacion
clinica y prondstico a largo plazo.

- No hay diferencia entre lesiones
glomerulares cronicas y agudas

- No tiene presente lesiones

tubulares e insterticiales

Henoch-Schonlein Purpura Nephritis: Pathophysiology,
Treatment, and Future Strategy

foan-Clavde Davin

Clin | Am Soc Nephrol 6: 679-680, 2011. doi: 10.2215/CJN 06710810
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Value of the Oxford classification of IgA nephropathy in children
with Henoch-5chonlein purpura nephritis
Ke Xu'@ . Lili Zhang®® . Jie Ding' - Suxia Wang® - Baige Su' . Huijie Xiao' . Fang Wang' - Xuhui Zhong' - Yanming Li*
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BIOPSIA RENAL

Updated Clasificacion Oxford 2017

(International IgA Nephropathy Network & Renal
Pathology Society)

Hipercelularidad Mesangial (M)

Proliferacion Endocapilar (E)

Glomeruloesclerosis Segmentaria (S)
Fibrosis Insterticial / Atrofia Tubular(T)

Medialunas fibrocelulares / Celulares(C)

GME segmentaria
Atrofia tubular
Fibrosis insterticial

8 $
son importante factores
pronosticos y no son

tenidos en cuenta en
vasculitis por IgA
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Value of the Oxford classification of IgA nephropathy in children
with Henoch-Schénlein purpura nephritis
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Value of the Oxford classification of IgA nephropathy in children
with Henoch-5chénlein purpura nephritis
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- Hipercelularidad mesangial ‘ Proteinuria

- Atrofia tubular/ Fibrosis insterticial / semilunas en mas del
50% de los glomerulos ‘ Reduccion de FG

- Esclerosis glomerular, Atrofia tubular/ Fibrosis insterticial

Importantes factores prondsticos y terapéuticos



e
TRATAMIENTO

Hematuria microscopica / macroscopica de corta duracion /
Proteinuria Menor de 1gr/dia

\ 4

No biopsia

\ 4

No tratamiento especifico

¥

Seguimiento de proteinuria 'y FR

UpToDate

IgA vasculitis (Henoch-Schdnlein purpura): Renal manifestations

Authors: Patrick Niaudet, MD, Gerald B Appel, MD, Gene G Hunder, MD
Sectilon Editors: Richard J Glassock, MD, MACP, Fernando C Fervenza, MD, PhD

Literature review current through: Mar 2018. | This topic last updated: Feb 14, 2018.




e
TRATAMIENTO

Pulsos de
Compromiso renal Metilprednisolona
severo 1gr/1,73 m2
durante 3 dias

Prednisona
30mg/m2 /dia por
1 mes VO

Otros tratamientos Prednisona 30
dependen de mg/m2 dias
grado de alternos por 2
proteinuria meses

UpToDate’

IgA vasculitis (Henoch-Schdnlein purpura): Renal manifestations

Authors: Patrick Niaudet, MD, Gerald B Appel, MD, Gene G Hunder, MD
Sectilon Editors: Richard J Glassock, MD, MACP, Fernando C Fervenza, MD, PhD

Literature review current through: Mar 2018. | This topic last updated: Feb 14, 2018.




e
TRATAMIENTO

Proteinuria persistente mas de 1 gr/m2/dia

Biopsia renal

GMN proliferativa Lesiones cronicas

Pulsos de
metilprednisolona

UpToDate’

IgA vasculitis (Henoch-Schdnlein purpura): Renal manifestations

Authors: Patrick Niaudet, MD, Gerald B Appel, MD, Gene G Hunder, MD
Sectilon Editors: Richard J Glassock, MD, MACP, Fernando C Fervenza, MD, PhD

Literature review current through: Mar 2018. | This topic last updated: Feb 14, 2018.




e
TRATAMIENTO

-No se recomienda ciclofosfamida, ciclosporina
azatioprina, como terapia inicial. Considerar en nifios
gue no responden a glucocorticoides

- No recomendamos tratamiento con glucocorticoides
para prevenir la nefritis por vasculitis IgA

UpToDate

IgA vasculitis (Henoch-Schdnlein purpura): Renal manifestations

Authors: Patrick Niaudet, MD, Gerald B Appel, MD, Gene G Hunder, MD
Sectilon Editors: Richard J Glassock, MD, MACP, Fernando C Fervenza, MD, PhD

Literature review current through: Mar 2018. | This topic last updated: Feb 14, 2018.
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CONCLUSIONES

- Las futuras estrategias deberian consistir en mejorar la
definicion de pacientes con riesgo de enfermedad renal
cronica

- La documentacion histologica deberia considerar todos
los factores que pueden aportar informacion para el
tratamiento y pronostico del nino
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