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HENOCH-SCHOENLEIN PURPURA
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Dépermedt af Paedigirics,
Heavar Shalieed Teaehing Hogviral, Peshowan,

Hensel-Zehotnlein Turpurs (HSP) s
rredomnencly o disease ol chililren charie-
r-:].'.:ﬁl.; l:'"n. (BRI R I|1rm|:1:'~:_:.:':.'f_-'1p::n:.: FLAT S T4 T
rishy whdominal pam, arthriris s nephrics
due 1o ovasculivis of small blood vessels !
These charactenscic chinical mumilestations,
however, may appest o any sEgUence
ks i lipenosts-doficulr. TSP woalso

angd rheunuicoid

lepkocytoclastic  wasculitis aml

Enowty s anaphylacrs
[:Hr]‘l:-‘.l:
alleroie wasculins

HeF & more common o male ohildeen
imale ro female eatin ol 1322 1) The
chsess 15 overy rare o ndules i cecnrs wih
strular fracuietioy mbatks sexes. Sevenre thve
children sk FISR aee frome 2411

Parcenl ot

vears. | TSP dsosare e chikboen paunger
ary 2 vears ol hos mdder course with Toss
frequent teral and sastroinicerinal  (G1)
i cbvenen HAD s lesscommon in black
than white children? lo. 75% cases; the
disease o preveded by gpper Tespiratory trac
imtecton including srreprococeal sore it
Clazes of HEP prsy presisn) in ol osters and
MIFe Cdmcs ocour 1n spring and  aurumi
manths
ETIOLOGY AND PATHOGENESIS
The cause of HED s unbnown, Seap-
tococeal pliarvigicis, Yersindi, Legionella,
Dwvvovirus, Adenovirus, Epstein-Barr virus,
Yomeelhs smn] Mycoplasimn infections b

all been reported o precede the clinical
syrydrzene of HEEF D This: disedse has alao
een reported ollowing expostme Lo Jdrgs

suche s pene i, wepiedling evvthremyein,

guinine, quimadine. vacoites of fyphod angd
pararyphaoud, nessles, choleras vellow fover
certin foods, cold and wseer bires b A leraic
basis tor the lness has alsa been described

Vasculits of small blood vessel 1 the
Basic pathogenctic lesion of TIS1Y Small
vissels  are surreunded by an s
leukoeytactastic inflaminstony sracden and
infiltcatl by ymphacyres,  polyinorhs,
circulacing immune compleses, oA, O3 and
fikein,  Capillaries o mest frequently
imvolved but artericdes and venbes nsay abs
Te affecied, ."'*::.'.h, Ih.ri_!'l'll_"‘l'f-. SymOV UM, cen-
tral mervous system (NS and G syt
may be mesdved Intussusception may result
tromn vasculicls and edemin of wrestiesl wall,

Perforation: of gul may slso occur -

Binal lesion of HED conslsts ol feal
ond scemental increase in messngml oells
aved nal mxs Creneralized mesanmal mvalves
[
necrotizimg elomerolive with erescent for-
maten is rare. ITmmunofloarescence studies
show oA depasies, Hisropachologwally, the
reral lesiom on HET 35 ddentical 1o thar of
oA nephropathy. There are other similas-

ties berween these lwo diseses ingloding

MLOL OCCUrs (N SMHE  OAses

bceease procliciom ol leA ond cireuloting
immnone complexes ot led, deposies of laA
on immunoflucrescence mactoscapy m sk
JI.‘."iU['IH. llr.L.]'t:EI'il.‘:l.l ]‘.. rr.‘.l.:':'|‘ll?r 1||I.‘..J|.||l‘.l.:!
immune clearanee, progression Lo end s
renal disedse and rocurrehice  after renal
transplantarn, Resal invalverment veeurs

iy 205300 cases Oof HET, while 32%: patienns
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with lgA nepheopathy have skan rash and
arthrulgin: HSP occors in younger patients
while lgA nephropathy = common malder
individushs

CLINICAL MANIFESTATION

Typically, there is oo urticarial wnd
purpirie rash on che batrocks snd  lewer
Limbe, arthritis or arthralgia and abdomimal
paitt, The presenrarion, however, may be
exrremele variohle. Diflerent marilestalion
gl the dissase may occur simultumcously,
sequentially or in diflerenr combinatars,

Cutancous Manitestation

Skin lesions are present i LO0% of
cases, o 30% cases, however, skim lusion
muy ool ke the presencing feanwe. The
rypical lesions of HEE are urticarial whals,
erythemunons naculopapules or large pal-
pakle ccchvmotie rash. They blanch an
prressure ininally but become petechial or
purpure amd ey Maschalble larer em, They
change trom red to purple. then sty sl
bacle sy . The lesiong appear in crops and
pive i polvmorphiic appearanie. The rash
iy bes prrusitie, bt for weeks, be share lrved
and muay récur, '

Skin mansfeseations of HET may be
syl They usually fowalyve the Torrocks
and lower extremines: Foce, trunk and
upper  limbs be mav alke mvelved, The
tepical dlseriburion of skin lesions may L
complerély -absent. HEP has also been
deseribed with orolaeial lesion alome Ve
zlcular etupcion, varlous pactérns of erpthema
mltitorme and  erythenm nodesum  may
poour s presenting lesures ol HEPS T Non
picting angiocdema of lips, ove lids, hinds,
feet,  back, scrorum  and  penneum s
TR il'-.l AL |.|||'-|' -|1ri1.|r'|.§_' (4] L'|||1\JTI'!1
yonnger than 3 vears. Rarcly the encire limk
ATl '\.l.._‘ﬁ'lrll.'rn vl ||1||E ALt If'l 14 r;l“:'.ir”l '.‘l‘l.'l'ln'

be mansentdy swollen and render'=

Castrointestinal Tract Involvement

Calicky andotminsl praim, which mav he
severe and assochited wich vomiung, s the

commicmest complsing, Gl symproms appear
in 3080 cases and are the most fregquent
manilestation after skin and joinrs hvalve-
ment, Skin tash precedes  the  visceral
mvalvement m moiotity of cases; bowever,
im 4% patients  visceral  mansfestation
appears before the skin rash. This may lead
e diflicaliy e dinpnesis and gnpecessany
lapuratomy for scute ahdomen. Abksdomin
Pain an mest cases s due 1o sibnacosal and
inrramural excravasanion of fluid and blood
imto the gurowall leading w0 mucosal
uleeradion. This may be associned  witl
dilfuse arretial Inflammiation and fibninoid
necrosis  due too mesenteric sasculiris!
Peritoneal exudaces and enlarged mesenteric
lemph nocles may alse be present. Ceher Gl
mandestations  are  intwsusception  with
ohsirucion, infarcrion wich mrestinal per-
toration, pancreatits ard hyedrops - of gall
Fladder. In patients wich HSE, o sudiden
OTECE O INCTEEse i.'-'l .{!l'd-ll:llln.:li. [‘.'|:|]|| Imay E\IE
secondary to these Gl compliconons.'= Most
;urgiu,:;ﬂ (‘.('l]’l‘l[‘.liiiiil!iv:lh‘- pweenr aler the skin
tash, Abdominal pain thar appears betare
the skin msh may be severe b ic unlikely
rohe due m perforation or mforction of gut,”

[ntussusception  mssocuted with HSTP
pecms i 299% cases Il aoften the result
of submucesal hematoma, In HST Intussus.
ception 14 ileaileal In 65'% cases. ln contrast,
1{{:I'_'II::(_'I|_'|L' |"|I:|:=.-il.|*_~f.:t‘F:I|i'r|- 15 rllt': [ R S R
mon type 493%) 1 general population:
EI.\_’IT'I_L'I'EI'I_ CTILETA Ay r1li~_—.-j | i'll.I i1l‘: :1|'i':-‘.|
intussusception. of HE' and abdorunal

ultrasomagrapby (LIS) ds wsed  for the

dienoess.” Abdommal U5 will show reumedad
mass with echacentric appedarance described
aw e sliced caion™. Inrestinal wall thickening
omd abnormal perstalsic - Gmlings highly
sugpestive of HSD- may olso be idencificd
on abdominal LIS

Pancrearits presenning with acute cnsct
(R 'l.'\_lnn'li'l'lg H-I-I'\J ﬂil!‘l'\.] AHETLITTE .'||||'n| i"ﬂ‘.‘.ln
hiydrips of gall bladder presenoing wich right
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iliess’” have also been described 35 unusual
Gl rpantfestations of the syndrome. Sress
aleemtion or vse of sterald may lead o
massive Bleeding from the stomeach !

Jnints Invalvement

Swollen, render and painful joints are
cammion features of HEE. Arthricls, archralgia
ar borh are present in two thind of pattents
havine HSD and is the lint presenting sign
in 23% cases, Lurwe joints, particolarly
koo ankle commonly
wvolved whereas fingers and wrist joines are

uswilly spared, [nincs invalvernent 15 usually

anul Are most

perarticular wichour effusion or henor
thaze: loants are scutely mvalasl Complere
resolurion, however, is the rule with no
articelar  damage
Arthralaia or archrits may recur duringe the
cottese of Hlnesg!=

resiclus]  delorminy o

Renal lnvolvement

Hemal involvement occurs me 20-308
‘l"-'-PT'l.“ll.:lT'lh ATe: 111 [1.-|rl |.||.|t:' (4] ||:'|'l‘. 'I\J&\'.‘.Ill.{l..k
of examtmreton) of ceseswith HSD, osually
within ¥ maonrhs of the anser of skin tash.
One percent putionts with HSP develap
persistennt nephropathy and less than 1%
progress Looered stuge renal disease (ESR1)H
Renal manifesrarions precede the slan msh
i 3% ol casess Gl oand el invalvemen
usually oceur togecher. Recurrence at renal
ihse asee iy b associaned wirli recurrence
of skan rash, Pemistenice ot skin rash tor 2-3
miitha b associated with renal invalve-

misnls

Renal disease 15 nsually mamifested by

hacmators  with o withoot  cssts or
profewnuriz. - Ramdly  progressive glome-
rulonephritis,  nephsitic  syodrome and

nephiriticenephrosic syrdrome all moke part
af the speéctnmm ol remal nvalvément of
HAP, DMarienes with hacmturia wlene dioono
Jevelop ESRIY. Fifreen percent of paticnts
having bath hawmatirs and  proresnuria
prowrews 1 ESRDL Wephrnitic-Neéphrotic

syndromy it HEP carries the worst prognosis

with 30% cuses developing ESRD, Children
with ISP and MNephritic-MNephrotic syn-
drome, whe become clinically aml hie-
chemically normal, do nor develop ESRI,
The anset of HEP nephntis mo children
alder than 6 years, development of neplroic
syndrome; and crescent formution (i more
th:l.n EDL—I‘Q\ ﬂll)m{']’”h:l AT .'L""'"\-il{.:l.'“tl.g 'r\'“"::
paor prognos and  progression wo ESRL
Persistence of severe proteinuria s he miost
accurate predicror of ESRIY '

[ HSP vasculitis of gentral organ mav
preduce che initia] svinprons. Acute serotal
swelling weeurs in 23-35%  paclents wath
HISD, Scrotal vessel tnvolvement miay alao
lead to the mtlammation and hemorrfuoge
if the restes, spermate cord, epidydimus
and serotal wulle These puiwents gan he
rreared expecrantly, however, prompr surg-
cul exploration @ reguired when investion-
rwon of acute paintul seratal swelling can not
exclude romsion.” Hudrosephmosis: caloified
hematoma of the Dbladder wall,

urcthiritis wnd |:r.1:||_:-r'rh.-|g".(_' SpPErti e il

HTEFEr,
are complications: of ST

Central Nervows Svstem Involvement

CHNS involyement is very oire. The
most cotnrmeny avhpram of NS invalve-
ment @ HEP 12 headache. Chimgs n
mendal statns, mpod liabiliey, Irvicabling,
apathy, bvperactivites tocal deficits sueh s
(aphasia, araxia, chorea, corneal blindness,
]:]_L'['Il,lp'dr{"ﬂ"'. ]_1:+!'.|L‘.Hrt:.\-3:i. 'I'll"||1|;'lllfl=|r-|... ql].‘l.j'
ripleain, subdural hematoma cortcal and
intra carebral bleeding, mfarcrion, periph-
eral neurdpathies (Guoillan Barre syndramie,
krachial plexis  nearoputhoes)
mnoseataparhies (facial. femorsl, senne,

H:'l."

plrar and peroneal neeve) all have been
reported. Seizumes Lmay be fcal parnal,
reneralized ar status epilepticns) sre e but
may precede orther svstemic manitéstutions,
Predisposing fictors for “seimures in HED
frclude hvpertension (due w renal invnlve-
ment), |_']{_'.;|1'.||l,'|r pabalance (due 1o (3]
involvement) arcd NS hemophase. Trn-



sient clectraencphalographic abnormalities
may alsa occyr, Sudden chumges in behavior
ar level of consciopsness may  mdicate

meracranial complications.*
Haemarolopic

Thrombewytosis is the commonest he-
matologie  manifestation present in twe
third of cases havme abdominsl pain and
Gl blecding. This is associated with Taised
ESH and muy be the expression of acute
mtlammarion:!'" Viramin K and Factor VI
deficiency und Dbypoprathrombingemis are
ather haemaralagic complicattons thar can
compheate the course of HEPT Pulmonary
hemorthage with hacmoptyss and hemor
thage into large moscles with severe pain
hive also been described ™"

DIAGNOBIS

Skin rush, arthriis and renal imvalve-
ment nakes the dimgmiosis  very sy in
f':'l"i'-'-‘-l cuses. In pallents. presenting with
itepical fearures, when one symprom . pre-
doeniares or mulnple svsiem mvolvement
5 not recoenized, the diagnesss may be
Jiffrenle. Differencinl disenosis include cons
dirong having skin rash (drups, idioparhic
thrombeweytopenim,  clotome [uctors defis
ctency, septicaeniin, child abose), abdomi-
nal pain (ohsmucton, perfomition, Inrussis-
ceptionl,  polnt  pain {themmatic  lever,
rhewmmtond  arrhens,  5LE,  polyarteritis
nodosal,  renal {acute
clomerulonerhrits! und testicubr swelling

invilvement

and  pam (osston, erchocls, - ncarcerated

hermmal)

LABORATORY INVESTIGATION

I HSP the diagnosis s mamly clinieal:
Luberatory findings are mon specific and
non dmmestic. Labaratory ests should be
viutded by clinicsl course ol the disease:
Wore specifie ears include the determina-
ren of serum leA levels gnd skin biopsy.
Sernen et level may be elevared in 50%
patienits with HEF, Skin bopsy from o

lesion wall show lenkooytockstie vasculins
with leA depasits revealed on mmuniofluc-
rescence.

Supportive laberatory tindings mclude
anaemia (due to acute bBleeding), normal ar
elevated blood eounts, leukoeytosis with lelt
chifr, eosinphilia, thrombocvtosis, Taised
ESR, mised serum amylase (secondary 1w
pancreatitis) drl elecernlyre changes (sco-
vidary to Gl mvolvement ). Factor YT and
factor X1 level may be low but prothrom-
bin time gnd partial thomboplastin cime
may be normal. Chest radiograph <honlid be
obtained in HSP patients presenting with

hasmogryals,

Urine should be examined during the
scure arrack and monthly tor 3 months {10
detect late onser nephring) for hasmatury,
proteinures and casts. Patenis having
protieniures showld have 24 hour unine
migasurement ol protein excrenion, Serum
pratein, Mood uren misrcgen and creatinae
should be determined. ' Pacienes with HET
andd nephritic ar nephratic syndrsme shoald
have tenal  Biopey S Histopathological
chumges range from mmimal change leson
to severe crescent [ormation. Lighr mueros-
copy shows hypercellulanty, scomental il
toeis, fibrosts, and infiltration by mone-
nuclear cells. Mesangial, subendochelinl url
subepithelal deposits are found an elecoron
miceoscepy,  Immuneflucreseence  soadies
show -diffuse plomerular - deposits staming
positive: for leA, ©3 1gl5, and 1ol

Sronl for occult blood (puaiae est) is
pasitivee 10 almest half of the putients with
HEP, Lwver funcuon tests snd LS should be
done in pavients with HSI wich suspreon
of hydrops of gall bladder, Abdominal
radicgraphy, US and Barium stndies (which
will chow coil sprong appeatence due 1o
thickening of ileal folds, thumb prmung
appearance m the duodenum} should be
done to investizate possible intra abdominal
invalvement where Indicated.  Computid
romography of skull is indicared F nearo-
logical valvement is present. Streptococ-



cal mtecoon, mlectious mononusleoss or
l.._'ltl'ﬁi_"l' fan k(e AT ES H?_"'t'.'l'HH .\!'I\'.'lllllj .|3't': (B LS~

e o G : ;
cared  when  clmeally  mdicnsed, Anti-
nuelear i’IF'l[“‘i:‘i:l'!' and theumarowl  factors
tespecred m be negarve ), antistrepralysin
O titer (may be rased i 30% coses) and
L3 ad O levels [may be low) showld e

determimed,'=

TREATMENT

Spectlic. treatmen: tor HSD' 8 noc
available, Suppartive care including proper
bvdration, freguent asscssment of wital signs
and moniroring and rearment of camplica-
importont soul  of
management, Appropriace supporcive man-
acement for kidoey fatlure, G tavaolvemeni,
bemorchage and CONE disesse should be

tioms s we most

rrovdil. =

All unnecessary exposure o drogs ad
13l |'||."'T il | |L'rg{'| 1 Tepersl l‘_'!t.,' A I\'li._'l'l_l_ll_' |_‘|. T\‘Gl"_
steromdal antl mflammarory dengs may e
nseed for arthralein: Corticosterowd are net
ndiented for sk rashy archeins, edema o
solated nephrins, Pradnsone |22 imefbpdilay
fr -7 vy s benelicml o cases o
abdominal pam and G hemorrbage. Crher
indicatlons Tor corticosteroids inclade Tocsl-
ized wvasculicis in the lunps, testes and
CNS T Plasmaplieresis has been reported o
Bepefit in somé cases of HEP with renal
tatlore.' Prednisone 1-25 mgfla/day for 21
days piven early during the coarse of ilTress
bss boor reported o decrease the modence
of nephropathiy'” Lower levels af Facior
VI correlare with more severe diseas:
partzcularly sbdominal symptoms. lmprove-
ment m Facrar VI levels aml syinptoms
his been reported atter 3 davs admunistea-
tiony of Facrar VLS

PROGINOSIS

ln children withe LISP wathonr NS
1|||| rl"l'lHl ||'|"|'I:'J|'r'{'|'|'|l..,"|'|r. |!'I|_' ]'lrlll;:'l"ll"l""lh I YTV
sood The usual lensth of illpess s 4-6
weeks, Recurrence ocours inahmnost 50% of

caases snatly owithin & weeks: Lige weeor-

rence uptos 7 opears niay potur necessitating
lomg rerny follow up, ONZS and  renal
mvalvement may lead o long term morkid-
iv. Children with remal disease associated
wirk ISP need follow up for progression o
ESRD: which may vecur many vears after
the onset of acure illness
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