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ABSTRACT

Henoch-Schonlein purpura (HSP) is characterized by nonthrombocytopenic palpable purpura, arthritis or arthral-
gia, and gastrointestinal and/or renal involvement. Gastrointestinal symptoms are reported in 50%-75% and they
are related to a previous group A streptococcal infection in 40%.

A healthy 5-year-old girl presented with a three-week history of a recurrent purpuric rash on the lower limbs, ar-
thralgia and angioedema, without renal involvement. During the third relapse, she had severe, diffuse and persistent
abdominal pain and bloody stools. An abdominal ultrasound revealed transmural edema of the last ileal segment,
compatible withileitis. She received prednisolone for five days, with full clinical recovery. Antistreptolysin O titer was
elevated. The remaining laboratory tests were normal (antinuclear, anti-neutrophil and anti-Saccharomyces cerevisiae
antibodies; rheumatoid factor; stool cultures, parasitological examination and viral antigen tests). One month later,
an abdominal ultrasound revealed no abnormalities. Terminal ileitis is a very rare complication of HSP in children but
has a good prognosis.
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RESUMO

A purpura de Henoch-Schonlein (PHS) é caracterizada por plrpura palpavel ndo trombocitopénica, artrite ou ar-
tralgia e envolvimento renal e/ou gastrointestinal. Os sintomas gastrointestinais ocorrem em 50%-75% dos casos e
estdo relacionados com infecdo prévia a streptococus grupo A em 40%. Uma rapariga saudavel com 5 anos de idade
apresentou-se com historia com 3 semanas de evolucao de rash purpurico recidivante nos membros inferiores, ar-
tralgia e angioedema, sem envolvimento renal. Durante a terceira recidiva, apresentou dor abdominal intensa, difusa
e persistente e dejecdes com sangue. A ecografia abdominal revelou edema transmural do Ultimo segmento ileal,
compativel com ileite. Cumpriu prednisolona por 5 dias, com recuperacao clinica completa. O titulo anti-estreptoli-
sina O estava elevado. A restante avaliacdo laboratorial era normal (anticorpos antinuclear, anti-neutroéfilos e anti-
-Saccharomyces cerevisiae, fator reumatoide, cultura das fezes e exame parasitologico e teste de antigénio viral). Um
més depois, a ecografia abdominal ndo revelou alteracoes. A ileite terminal € uma complicacdo rara da PHS, mas

apresenta um bom prognostico.

PALAVRAS-CHAVE: Crianca; lleite; Pdrpura Henoch-Schonlein

INTRODUCTION

Henoch-Schonlein purpura (HSP) is a leukocytoclastic
vasculitis characterized by a classic tetrad of
nonthrombocytopenic purpura, arthritis or arthralgia,
gastrointestinal and renal involvement. It mostly
affects children, of which 90% are less than ten years
of age.! Although its etiopathogenesis is still unknown,
a previous group A streptococcal (GAS) infection, is
related to 40% of the cases.? Other risk factors have
been implicated, such as vaccinations, some foods and
insect stings.®>* Although recurrence rate is variable
among children (2.7% to 30.0%),° HSP is self-limited in
the great majority of cases.®” Age at onset above eight
years-old is related to greater disease severity, renal
involvement and recurrence.®’

The rash usually begins as erythematous, macular or ur-
ticarial wheals and evolves to a palpable purpura. It typ-
ically appears in crops with a symmetrical distribution
in gravity-dependent areas, mainly the lower limbs and
buttocks. It is usually itchy and rarely painful. Localized
angioedema is commonly seenin gravity-dependent and
periorbital locations.®

Gastrointestinal symptoms are observed in 50%-75%
of the patients.’™ The main clinical features are colicky
abdominal pain, vomits and bleeding.*** Complications
as intussusception, bowel ischemia, necrosis and per-
foration may occur. While the descending duodenum,
stomach and colon are commonly involved,® terminal
ileitis has infrequently been recognized in HSP.!

Due to its rarity, we present a case of pediatric HSP
complicated by terminal ileitis.

CASE REPORT

An otherwise healthy 5-year-old girl, with no relevant
personal or familiar medical history, previous medica-
tion nor recent infections, presented with a two-week
history of a recurrent purpuric and pruriginous rash on
her lower extremities and painful and swollen soles of
the feet, right hand and wrist. Fever, abdominal pain, he-
matochezia and melena were denied.

Physical examination revealed a healthy appearing girl
and a palpable purpuric rash on the lower limbs and
buttocks. Movements were restricted by significant ar-
thralgia and prominent angioedema of feet, right hand
and wrists. Abdominal examination was unremarkable.
Blood pressure was normal for age, sex and height.
C-reactive protein was raised (8.82 mg/dL; NR < 0.5
mg/dL) and she presented leucocytosis (25.3x10%/ul)
and neutrophilia (14.90x10%uL). The remaining lab-
oratory tests were normal: hemogram (hemoglobin
11.5 g/dL; lymphocyte count 8.72x10°/uL; platelet
count 452x10%uL); prothrombin and partial thrombo-
plastin time; liver function tests; blood urea nitrogen;
serum creatinine; and ionogram. Urinalysis revealed no
hematuria nor proteinuria. Rapid throat GAS test was
negative. Serum concentrations of Immunoglobulin (lg)
Awere slightly elevated (378 mg/dL; NR 40-141 mg/dL).
IgM, IgE, C3,C4 and CH50 concentrations were normal.
Antistreptolysin O (ASO) titer was positive (531 [U/mL;
NR < 200 IU/mL). She was diagnosed with HSP and due
to functional disability hospitalized for monitoring and
symptomatic treatment. She was discharged after three
days with clinical improvement.
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FIGURE 1. Abdominal ultrasound revealing signs of ileitis, with pa-
rietal, transmural edema of the last ileal segment ((A) and (B)), with
small reactive ganglia on the mesenteric adipose tissue (C).

One week later, the patient was readmitted for rash
recurrence and a new severe, diffuse and persistent ab-
dominal pain. She reported stools with a small amount
of bright red blood and mucus. She denied rectal pain,
diarrhea or visible blood on toilet paper. The abdomen
was diffusely tender without signs of peritoneal irrita-
tion nor palpable masses. Digital rectal examination was
normal. Laboratory findings were similar to those pre-
viously reported. An abdominal ultrasound revealed
“signs of ileitis, with transmural parietal edema of the
last ileal segment and small reactive ganglia on the mes-
enteric adipose tissue” (Fig. 1). The patient received
prednisolone (2 mg/kg/day) for five days, with full clin-
ical recovery.

Tests for antinuclear antibodies, rheumatoid factor,
antineutrophil cytoplasmic antibodies (ANCA) and
anti-Saccharomyces cerevisiae antibodies (ASCA), as well
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as stool cultures, parasitological examination and viral
antigen tests (including Yersinia, Campylobacter, Shigella
and Salmonella) were negative. B19 Parvovirus serology
was not compatible with an acute infection.

One month after hospital discharge, an abdominal ultra-
sound revealed no abnormalities.

DIFFERENTIAL DIAGNOSIS

HSP accompanied by terminal ileitis should prompt con-
sideration to a broad differential diagnosis and investi-
gation, including Crohn’s disease, vasculitic syndromes,
infections," appendicitis and, especially, intussuscep-
ﬁon_u,m

Abdominal findings were not compatible with emergent
conditions, such as appendicitis or intussusception.

The typical HSP rash along with normal levels of serum
complement, antinuclear antibodies and rheumatoid
factor did not suggest an autoimmune vasculitic disease,
like systemic lupus erythematosus or juvenile idiopathic
arthritis.

Terminalileitis has been associated with Yersinia, Campy-
lobacter and Salmonella infections.®® Adenovirus is typi-
cally not related, though it has been reported to cause
intussusception.®® Negative stool cultures, parasitolog-
ical and viral tests ruled out these causes.

Terminal ileitis may be caused by Crohn'’s disease,! but
this correlation is rare in children.’* Our patient’s age is
not typical at Crohn’s disease onset. In addition, hema-
tochezia was concomitant with abdominal pain, which
suggests HSP. Furthermore, ANCA and ASCA tests
were negative and follow-up abdominal ultrasound was
normal. However, a negative serologic tests does not
exclude Crohn’s disease,'* which should be suspect-
ed if persistent gastrointestinal symptoms are pres-
ent.!

OUTCOME AND FOLLOW-UP

Three months later the patient HSP had a new relapse
with no abdominal complaints, following a GAS tonsil-
litis (rapid throat GAS test positive) treated with intra-
muscular 1 200 000 IU of benzathine penicillin.

During the next 24-month follow-up period, there was
no clinical relapse, nor gastrointestinal symptoms or
signs of renal involvement.

DISCUSSION

Gastrointestinal symptoms occur in approximately one-
half of children with HSP, ranging from mild (nausea,
vomiting and abdominal pain) to significant complica-
tions, namely hemorrhage, bowel ischemia and necrosis,



intussusception, and bowel perforation.® Intussuscep-
tion is the most frequent gastrointestinal complication.
Less common manifestations include acute pancreatitis,
gall bladder involvement, bowel perforation, and, in pe-
diatric patients, protein-losing enteropathy.® Terminal
ileitis is very rare and, to date, has been reported in
thirteen adults of whom four pediatric patients.’ Gas-
trointestinal symptoms usually begin two weeks after
the rash development, however, longer periods ranging
from weeks to months have been reported.” In approx-
imately 15% to 35% of the cases, these symptoms may
precede the rash, making the diagnosis more difficult.
Gastrointestinal complaints without the presence of
purpura at any time has also been reported.'¢*’

Terminalileitis was the first manifestation of HSP in pre-
viously reported pediatric cases.! Our patient revealed
terminal ileitis and gastrointestinal symptoms along
with skin and articular involvement by the third week
of recurrence. The reason behind the single involve-
ment of the ileum remains obscure. Hyperactivation of
IgA laden Peyer’s plaques by multiple antigenic stimuli,
including enteric pathogens, has been suggested as a
trigger for ileal inflammation. IgA induction would sub-
sequently spread to other organs due to antigenic mim-
icry.’® In the present case, the last relapse was triggered
by a GAS tonsillitis and there was evidence of a high
ASO titer. These facts strongly suggest correlation with
a triggering streptococcal infection. No enteric patho-
gens were found. Identification of an infectious cause is
infrequent.™

Streptococcal infections may be an important factor re-
lated to HSP in children. In fact, purpura with abdomi-
nal pain recurrence has been related to GAS infection,
which is of great value to treatment.’” Although there
is an association between a positive ASO titer and HSP,
it does not necessarily reflect a causal relationship. GAS
infection may be a factor among multiple changes that
lead to the development of HSP in a susceptible individ-
ual, whether genetically or not. Also, specific bacteria
strains may have a variable influence on this associa-
tion.?®

Ultrasonography may be an important tool before ex-
pensive and invasive tests are considered,?* especially
when intussusception or bowel perforation are sus-
pected.® Bowel wall thickness evolution and other so-
nographic abnormalities have a good correlation with
clinical outcome. Routine abdominal radiographs are
not recommended, unless perforation is clinically sus-
pected.?t An ultrasonography allowed the diagnosis and
follow-up of terminal ileitis in our patient, as well as the
exclusion of other complications.
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No large-scale studies are available and there is no
consensus regarding the use of corticotherapy for the
management of HSP.?? Some reports suggest that it may
improve abdominal pain,?® but does not prevent recur-
rence.”! In a study involving 30 adults and 57 children
with HSP, steroids were prescribed mainly because of
persistent skin lesions, severe abdominal pain, gastroin-
testinal bleeding or severe nephropathy.?®> Our patient
only took corticosteroids for a short period, when ab-
dominal pain developed, with a good clinical evolution.

This case describes a recurrent HSP probably related to
a GAS infection, without renal involvement, developing
terminal ileitis, a rare gastrointestinal complication with
a good prognosis.

LEARNING POINTS/TAKE HOME
MESSAGES

» Although HSP is self-limited and with a good progno-
sis in the great majority of cases, recurrence is com-
mon among children.

o GAS is associated with HSP recurrence, which is of
great value to treatment.

o Terminal ileitis may be a rare gastrointestinal compli-
cation of HSP without long-term sequelae.

» Ultrasound is very helpful in the diagnosis of abdomi-
nal manifestations.
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