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Abstract

The aim of this study was to describe the common presentation, frequency, and complications of
Henoch-Schonlein purpura (HSP) in patients <18 years who were followed up at King Abdulaziz
University Hospital, Jeddah over the last 12 years. We performed a retrospective chart review of
the medical records of all patients diagnosed as HSP. During this period, only 29 cases were re-
ported (15 males, 14 females), with the mean age at the diagnosis 7.5 years. 82% percent of the
patients had joint involvement in the form of arthritis or arthralgia; 17.2% had no joint involve-
ment. Abdominal manifestations were reported in 72.4% of the patients, while renal involvement
was documented in 24.1% of the cases; two patients had scrotal involvement. Four patients
(13.7%) had a recurrence within four months of HSP diagnosis. However, all patients had full re-
covery within a month. More research is warranted to study the prevalence, clinical manifesta-
tions, preceding factors, and complications of HSP in a Saudi-based cohort.
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1. Introduction

Vasculitis is the inflammation of the blood vessels. Three main categories of vasculitis have been defined based
on the size or histology of the vessel involved: large vessel vasculitis, which includes Takayasu’s areteritis; me-
dium vessel vasculitis, which includes polyarteritis nodosa, Kawasaki disease, and cutaneous polyarteritis; and
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small vessel vasculitis, which includes granulomatous vasculitis (Wegener’s granulomatosis [WG] and Churg-
Strauss syndrome) and non-granulomatous vasculitis (microscopic polyangiitis [MPA], Henoch-Schonlein pur-
pura [HSP], cutaneous leukocytoclastic vasculitis, and hypocomplementemic urticarial vasculitis) [1]. Among
these, HSP is the commonest form that affects children, with an estimated incidence of 10 to 20 per 100,000
annually [2].

Henoch-Schonlein purpura was first described in 1801 by the physician Heberden and then in 1808 by the
dermatologist Willan; however, the condition was named after two German physicians Henoch and his teacher
Schonlein in 1837. Schonlein described the association between purpura and arthritis. Then 37 years later, in
1874, Henoch discovered its association with abdominal pain. In 1899, Henoch also described the association
between purpura and renal involvement [2].

Henoch-Schonlein purpura is a non-granulomatous small vessel vasculitis that is characterized by deposition
of immunoglobulin A (IgA) containing complement component and immune complexes in blood vessel wall as
well as the renal mesangium [3].

Currently, HSP diagnosis is mainly clinical, as there are no available laboratory diagnostic tests. The diagnos-
tic criteria for HSP were set by the American College of Rheumatology (ACR) in 1990. These criteria yielded a
sensitivity of 87.1% and specificity of 87.7% and required the presence of at least two of the following: 1) age <
20 years at disease onset; 2) palpable purpura; 3) acute abdominal pain; and 4) biopsy showing granulocytes in
the walls of small arterioles/venules. A new set of criteria were proposed by the European League against
Rheumatism in 2007 (Table 1) [4].

Local studies [5]-[7] have described the clinical presentation of HSP; however, to the best of our knowledge,
none of these studies described the HSP presentation in western region of Saudi-based. The aim of this research
was to study the frequency and to investigate the clinical presentation of HSP to compare them with different
regions of Saudi Arabia.

2. Methodology

This was a retrospective chart review of the medical records of all children who were hospitalized for HSP at
King Abdulaziz University Hospital, Jeddah, Saudi Arabia between January 2002 and March 2014. Patients
were included in the study were <18 years old and had a diagnosis of HSP according to the criteria set by the
European League against Rheumatism [4]. We excluded all cases in which >90% of the data were missing and
those with questionable diagnosis of large and medium vessel vasculitis. The study was approved by Biomedical
Ethics Research Committee of King Abdulaziz University.

We used the International Classification of Disease 287 (allergic purpura) and D69.2 (other non thrombocy-
topenic purpura) to identify all cases of HSP. For all patients included in the study, we collected the following
data: age, gender, nationality, etiological factors, clinical presentation, management and outcome.

Statistical analysis: Data were analyzed using the Statistical Package for the Social Sciences (SPSS Inc., IL,
Chicag, US). Descriptive statistics were computed for all variables. The chi-square test was used to compare
different variables. Results are expressed as frequency (percent) and mean (standard deviation [SD]).

Table 1. The diagnostic criteria for HSP were set by the American College of Rheumatology (ACR).

Purpura or petechiae

and at least one of the following: (Mandatory criterion) with lower limb predominance

1) Abdominal pain

Typically leukocytoclastic vasculitis with predominant IgA deposit or proliferative

2) Histopathology glomerulonephritis with predominant IgA deposits.

Defined as joint swelling or joint pain with limitation on motion or joint pain without joint

3) Acute onset of arthritis or arthralgia - Lo -
swelling or limitation on motion.

Defined as proteinuria > 0.3 g/24h or >30 mmol/mg of urine albumin/creatinine ratio on a spot
4) Renal involvement morning sample, hematuria or red blood cell casts > 5 red blood cells/high power field or red
blood cells casts in the urinary sediment or >2+ on dipstick.
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3. Results

We included 29 patients aged <18 years (mean [SD], 7.5 [3.84] years). Of these, 15 were boys, giving a male to
female ratio of 1.1:1. Saudis and expatriates comprised approximately equal proportions of the sample (Table
2).

Clinically, all the patients presented with rash; in most cases, patients had petechial rash, with a predilection
for the extensor surfaces of the lower limbs. In less than half of the patients (n = 12; 41.4%), upper respiratory
tract infection (URTI) preceded the onset of the rash by a few days to one week, whereas half of the cases (n =
15; 51.7%) had fever before the onset of the rash. In two children, tonsillitis was diagnosed one week before
HSP diagnosis. Preschool vaccination, herpetic stomatitis, and insect bites were reported to precede onset of the
rash in one case each. The mean interval between symptoms and diagnosis was 7.4 (6.9) days.

Eighteen patients (62.1%) had arthritis; thirteen (72.2%) had monoarthritis, five (27.7%) had oligoarthritis
and no patient had polyarthritis. Arthralgia was reported in six patients (20.7%). One 12-year-old boy reported
hip and shoulder involvement. None of our patients had small joint involvement. In five cases (17.2%), there
was no joint involvement.

Eleven patients (37.9%) reported onset of symptoms in winter; seven cases (24.0%) reported symptom onset
in spring and summer, and four (13.8%) reported onset of symptoms in autumn. Skin biopsy was performed in
five cases and consistent with leukocytoclastic vasculitis.

Gastrointestinal tract (GIT) involvement was documented in twenty one cases. Of these cases, twenty patients
(68.9%) had abdominal pain associated with vomiting. Three patients (10.3%) had nausea. Other GIT involve-
ment included: hematochezia in four cases (13.8%); occult blood in the stool in two cases (6.9%); melena one
case (3.4%); and hematemesis one case (3.4%). No case of hepatosplenomegaly or intussusceptions was rec-
orded.

Renal involvement was reported in seven cases (24.1%), of which three (10.3%) manifested as microscopic

Table 2. Patient demographic.

Variable Number (%)
Sex
Male 15 (51.7)
Female 14 (48.3)
Nationality
Saudi 14 (48.3)
Non-Saudi 15 (51.7)

Etiological factors

URTI
Yes 12 (41.4)
No 17 (58.6)
Fever
Yes 15 (51.7)
No 14 (48.3)
Drugs
Yes 1(3.4)
No 28 (96.6)
Others 5(17.2)
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hematuria; three patients (10.3%) had high blood pressure, while one (3.4%) had macroscopic hematuria. Neph-
ritis and acute renal failure were documented in one case (3.4%) who received cyclophosphamide and corticos-
teroid pulse therapy. Two cases (6.9%) reported testicular involvement in the form of scrotal swelling and pain
without testicular torsion. Two patients (6.9%) have neurological manifestations in form of headache, behavioral
changes, and irritability. Eleven cases (37.9%) were treated conservatively. Eighteen patients (62.1%) received
corticosteroids in addition to conservative management for severe abdominal pain, testicular and neurological
symptoms. Three patients (10.3%) required cyclophosphamide besides steroids for nephritic symptoms and ren-
al impairment, and one patient received azathioprine for Nephritic symptoms and prolong purpuric rash (Table

3).

Regarding outcome; four (13.8%) patients with GIT symptoms have recurrence. However, all patients showed
full recovery. None of our patients developed end stage renal disease.

Table 3. The spectrum of HSP manifestation.

The spectrum of HSP manifestation

Joints

Knee
Ankle
Wrist
Elbow
Hip
Shoulders
Fingers

Toes

GIT

Abdominal pain
Nausea
Vomiting
Melena
Hematochezia
Occult blood
Hematemesis

Intussusceptions

Renal

Microscopic hematuria
Macroscopic hematuria
Nephritic syndrome
Hypertension
Nephrotic syndrome

Acute renal failure

Frequency

13

17

20

13

Percentage %

44.8

58.6

13.8

24.1

3.5

35

69

10.3

44.8

3.4

13.8

6.9

3.4

10.3

34

3.4

10.3

3.4
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4. Discussion

We found that the mean age at the diagnosis of HSP in our cohort was 7.5 years, which is similar to that re-
ported in a cohort of children with HSP at a university hospital in Turkey [8]. Lardhi, 2012 [7], on the other
hand reported that the mean age at diagnosis was 6.3 years for patients who were followed up at King Fahad
University Hospital in the eastern province of Saudi Arabia. Nevertheless, our finding was similar to that of oth-
er authors who reported that the mean age at diagnosis was 8.6 + 5 years in children who consulted at Asir Cen-
tral Hospital in the southern province of Saudi Arabia [5].

Local studies reported that most patients report onset of HSP symptoms during autumn and winter [6] [7],
while al Harbi reported cases in summer [5]. However, symptoms can occur any time throughout the year. On
the contrary, most patients in our study reported symptom onset during spring, while some cases were reported
in winter. There is no clear explanation for disparit; we believe that some form of bias may have been intro-
duced in our analysis given the small sample size. Upper respiratory tract infections, fever, ingestion of certain
drugs, and vaccination have been reported to trigger HSP [9] [10]. In the current study, 41% of the patients had
symptoms of URT] less than one week before the onset of the rash.

In this study, joint involvement occurred in more than 80% of the cases, either in the form of arthritis (62%)
or arthralgia (20%). Similar results were reported by other authors, who found that 60% to 84% of the patients
had articular involvement [11]. In our study we found that the ankles and knees were the most commonly in-
volved joints, followed by elbows and wrists, whereas hip and shoulder involvement was very rare and reported
in one case each. Similarly, Lardhi [7], in a study conducted on 78 children with HSP, found that hip and shoul-
der involvement was reported in only one case each.

In many studies, GIT involvement has been reported in approximately two thirds of patients with HSP [8] [12]
which is consistent with our report. Abdominal pain and vomiting with or without nausea were the most fre-
quent symptoms seen in 44.8% and 10.3% of our patients, respectively. Both upper and lower Gl bleeding can
occur with HSP. Hematemesis was reported only in one case out of the 29 patients in this study. Kawasaki [13]
reported rare complications, such as intussusception, bowel ischemia, acute appendicitis, pancreatitis, bowel in-
farction, and intestinal perforation with this disease. However, these rare complications were not seen in our
cases.

Renal involvement is an issue of concern amongst patients with HSP, as it may progress to hypertension,
nephrotic or nephritic syndromes or renal insufficiency. The percentage of patients who had renal involvement
varied between 20% - 80% [3] [13] with HSP. In the current study, renal involvement was documented in 24.1%
of the patients. This disparity between our report and those of other authors may be due to lack of renal in-
volvement in the majority of our patients and small number of patients in our study.

Testicular manifestations have been reported in children with HSP. Typically reported symptoms include
scrotal swelling or testicular torsion, which clinically manifests as severe acute pain [7]. In this study, only two
boys had scrotal pain. An ultrasound examination was performed in these patients to exclude testicular torsion,
and the patient’s symptoms improved after administration of corticosteroids.

The diagnosis of HSP based on the criteria, no specific test is diagnostic. While there is evidence that labora-
tory patients with HSP have elevated erythrocyte sedimentation rates, C-reactive protein levels, white blood cell
counts, platelet counts and immunoglobulin A levels, none of these tests is specific or diagnostic. In practice,
physicians generally perform these tests to exclude bacterial or viral infections or hemorrhagic diseases, which
may mimic HSP [2] [14]. These possible causes of vasculitis have been excluded in our patients.

Conservative treatment in form of hydration, bed rest, analgesics and non steroidal anti inflammatory drugs
are effective in the majority of the cases, in this study all the patients managed initially conservatively. Although
it is beneficial, sometime it is not enough to control the disease symptoms, and more potent anti-inflammatory
drugs like corticosteroids are added in the following situations: severe abdominal pain or Gl bleeding, severe
soft tissue edema, severe scrotal edema, persistent nephrotic syndrome, crescents in more than 50% of the glo-
meruli, nurological manifestations and the most rare intrapulmonary hemorrhage [15]. Immunosuppressive me-
dication like Azathioprine and cyclophosphamide found to be effective especially when combined with steroid
in severe cases with renal involvement although there is no clinical trial [16]. HSP is usually a self limited dis-
ease. In agreement with other studies [3] [13], more than 80% of our cases showed full recovery, while only four
(13.7%) have a recurrence within 4 months after diagnosis.

This study has limitations that warrant discussion. First, it was hospital-based, single center study. Hence, the

O,
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findings cannot be extrapolated to the western province of Saudi Arabia. Second, the small sample size made it
difficult to draw relevant conclusions. We believe that the small number of cases could be because we included
only hospitalized patients, who in general, have severe HSP, and patients with mild disease, who are managed at
outpatient clinics or the emergency department, were not included in the analysis.

5. Conclusion

Although HSP is a self-limited disease, it can lead to long-term morbidity, especially in patients with severe
renal involvement. More research is warranted to study HSP, especially in Saudi Arabia, as the prevalence, clin-
ical manifestations, preceding factors, and complications may differ from published data.
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