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Introduction

V@St cemmon systemic Vasculitic; disease: of
childheoed

Annualiimecidence s 20:100,000 children

Agevanres from 6me=>adultheod; Peak
IRCIdence Is 2-61years

Course: of disease: usually lasts 4-6-Weeks
Unknewn etielegy

Ofiten; preceded by a respiratern/ infeciion
Increaseadiincidence I Winter anaisprng

Malesfemale ratior 2:4



PIagnestic Critera
AlercAal ColICGEr GliRiieUiatology:; 1990

2/4 criterna iequired for diaanesis el HSE:
1 PalpakierpurplaWitheut taemibecyiopERIa
2. Age <= 20y at disease; o1set

3. Boewel angina-- difftse: andeminalipain; or
peWeElIschemia(lsleedy: diariea)

4 BIepSy eVidence ol granulecytes i the
Wallsreff arteroles er vVenules




PalileOENESIS

Poery URdErstoed

IRTectieuS elielegIes averbeenmplicatied ButnEver
conlirmea

1A mediated smallfvesselivasculiitis

Vay: resultfromra defect Inrthe regulatien: of IgA
SYNTAESIS 1N’ respense te) circulating or mucesal antigens

issue depesitien o lgA-centaining IMmMmMURE. CONMPIEXES
(&= 106, C3)I W/ SEcenaaiy/ Inliamniatien/ respoRse
Demonstrated i skin anal renal Iopsies

IgA ReEphrepatay. has identicall nistelegic findings 1n the
kidney.



Clinical Manifestations

SKIN JOINTS

Gl TRACT KIDNEYS

Symptoms can occur in any order and at any time
usually over a period of several days to several weeks
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Clinical Manifestations: Jo/its

Alithralgias/arthiitisis presentin: 60-64% of
CASES

Ankiles and kKRees moest common

Prominent: perarticular swelling/tendemniess
W/GUT erythiemerandivarmin

Effilsion; (1 present); are: sereus; (et
HEMOBHINEGIC)

Ofiten mest: Incapacitating symptoem

Symptoems are; transient (resplves inka few: days)
W/ e permanent damage: to! joInts



Clinical manifestations: Rena/

S0=70% o childrenrwill nave nematuiia (microrox
MECKESCOPIC) WIthr o WithoUk: preternuna

INOT preaictanly related tor severnity: of extra-renal
Invelvement

Usually’ eccurstfiew: days tor i montni arterr onset of
Sy/STEMIC SYMPLoms

Most disease IS mildj, but-nephrotic synarome,, HIN,
acliverrenal fantre can eeeur

Severity o renallimpairment often: correlates W/ findings
@I 1DIGPSY/
Percentage of glomentli Wi/ crescents, may: e  the most Important
ProgNeSsHIC INAICALoK



Clinical Manifestations: G/ Tract

Gl tract Invelvement GCCUrs IRl U ter 75%) 6l CASES

Classic presentaten Wi/ colicky abdeminalfpain and Vomiting due
10 local vasculiirs

Usually: develeps w/in 8 days of the rashr (Ui may: 6CCUrS WEEKS: 10
MENAS alter rashi or verorerthe rash)

Other maniiestations Include: Imtestinal hemeriiage W/
nematechezia, melena (Up: e 25%)), ecculitbloed (50%),
mtussusceptlon BeWeEl perfermation, pancreatitis; gall hladaer
Ry dreps

PUrPURAC |EsIens’ can e SEENI G ENCOSCOPY.

Increased risk of renal disease i pis with bleody steols



|RtussUsceplien & IHSP

Mest freguent; sukgicall complication’ ot HSE
©ccurs inr 1. 8:13. 6% of reported series

nerleadpoeint s ustally a small bowel hematoma
secondany torntestinalfnemoriiage and mucosal edemea

Viest common typesrare liee-ieal (51%) and Ilee-colic
(69%))
Inlpontrast 10, Idiepathic Inthissusception Whese 80-90% are lleo-
COIIC
Contrast enemas reductiontis often Inefiective in =50% ofi
IntUssusceptiens in ISP B/C they are efiten; confined te
the small voewel

Theory that Underlying vasculitis of HSP makes howel
pPerferation more likely: durng contrast enema isi not well
supported



|RtussUsceplien & IHSP

Ultraseundiis the most approprhaie iniual
SCreening study i chndren W/ HSE and
ademinal pain

INGREIRVaSIVE, |GV CoSt

iHelpitiFte feliew: patients serially;

Contrast enema may her unanlertio reach a small
pPEWEl INtUSSUSCEPIon

[HoOWEVEr, cContrast enema Was not associated Wi
complications i pis W/ HSEP and intussusception

J. Schwab, et al. J Ped Surg; 2005;40
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Barium Enema




HSEWIHHOUETRE B

Eltzeerald, et al: J Ped Gasire N 2000530

Vany: experts have reported cases off HSE
WItheUL Skin: InVelVement

Case reporits have demenstiated later enset skin
Invelvement (Up ter L8me’ alter dz) o ne; rashrat
all iR pis; presenng Wit precominantly Gi
symptems /W IHSP

Endescopy: and biepsy findings: fifem: smallfbewel
mucesa Were ¢/ HSE

SKIN 19IGPSIES TiOMI /I0/1718) AP PEAIIIIG SKil].
shiowead IgA depesitien: ¢/W: HSP



Clinical Manifestations: Otfier

Commonfindings: Rare findiings:
Localfangieedema Cerehralfnemorriage
(GEepencdent areas)- Pulmonary
scretum;, eyehds; ips, hemorrhage
QVEr BULLeCKS,

@mitalhematemas;

hands/ieet centrall arteny
LowW, grade: fiever; thrombosis
Eatigue Viyecardial infarctien

Priapism
Jlesticular torsion



HSP EMEIGERCIES

Bewell perforaten/Okstiilciion
Renaltranure
Jlesticular tersion

CNS Invelvement (cerenral hemoriage)



DIAGRAGSIS

Clinical diagnesis

[L2erateny iNGINGs NEN-SPECIIIC
Thremocytesis; Ieukocylesis, anemia commaon
Elevated IgA in 50%:) efi patients

Confirnatien eif diagnosis ISraccemplisned oy skinramnd/or
fenal eiepsy.

SKin BIePSY demenstrates: /eukocyioeiastic Vasculits and lIgA
cdeposition

Renal biopsy: shews mesangial IgA depoesits) By,
IMMUROTIUGrESCENCE

Renallbx recommendedw/ marked proteimura and/er iImpaired
renal fiunction



Treatment

SuUpperte treatment for Uncomplicated; disease

Ireatment recommended ol patients W/ marked
pretenumEa, Impaired renal funciien

Buise IV-methylpredniselone X 3 days, feliowed by oral
prednisone X 3 mae

Early Initiation: of therapy: may: e mportant tor prevent
PErManent Mnjury

Other theraples used Include: azathioprne, cyclephosphamide,
dipyrndamole, plasmapheresis, IVIG

Ireatment alse recommended for severe neurological’
Invelvement and considered for Gl vasculits W/ intestinal
nemorrhage



Recurrent Disease

RECUIIFENCES are commoen-—1735! ol patients

Ustially mimic erginaliepisede bui: are: |ess
Severe

IVpically” occlirWithint4 montnsi ofi resolution: of
eItz sympiems

RECUIFENCES are: moere likely in pauents wWith
Rephrtis anadiin elder children



PlOCROSIS

OVverallfeuiconier s aeed W/ complete reCeVeR/In
=056 01 PAlIENS

Renal invelvement Is the mest denllitating
complication GifHSP

Viest pts W/ renalfdiseaser have excellent prognesis
andl reseluien eecurs W/in severallmentas

—1-5Y% deVelopr pErSISteEnt rEnallaiSEase
Assoeciated w/ nephretic syndreme at diagnesis

<0.1% developrenadl stage disease
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