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Abstract

Henoch Shonlein purpura (HSP) is a form of systemic

vasculitis characterized by deposition of IgA dominant immune

complexes in the small vessels. The triad of palpable purpuric

rash on lower extremities, abdominal or renal involvement and

arthritis is the typical presentation in this condition. The disease

primarily affects children and is less common in adults.

We report a case of a young female who presented with

classical symptoms of HSP i.e.  palpable purpura on legs,

arthritis and off and on abdominal pain. 

Introduction

Henoch Schonlein purpura (HSP) is an acute small

vessel vasculitis. It is the most common vasculitis in children

with an incidence of 15 cases/ 100,000 children per year.1 Males

are affected more often than females. The disease is less

common in adults.

Although the cause is unknown, IgA seems to play a

central role in the pathogenesis of HSP. The clinical

manifestations are the result of widespread vasculitis due to IgA

deposition in vessel walls. The major clinical features include a

palpable purpuric rash on the lower extremities, abdominal pain

or renal involvement, and arthritis. Cutaneous purpura is the

essential element in the diagnosis of HSP. The palpable purpura

is characteristically 2 to 10mm in diameter and is usually

present on the lower extremities.2 Small petechiae may be

scattered among these lesions.

Arthritis is the second most common feature present in

75% of the patients2 and mostly involves the knees and ankles.

Gastrointestinal involvement occurs in 50 to 75% of patients

and renal involvement in 40 to 50% cases.2

There are no specific diagnostic tests available for

diagnosing HSP. Laboratory studies are useful to exclude other

conditions that may mimic HSP.3,4

In majority of the cases, the disease is self-limited.

Recurrences do occur; however they generally subside in 4 to 6

months. Renal involvement can have chronic consequences and

the long term prognosis depends on the severity of renal

involvement.

There is no consensus on a preferred treatment. Steroids

seem to be the most commonly prescribed therapy. However,

the role of pharmacologic treatment is controversial and needs

further research.

Case Report

This is a case of a 31 years old lady who presented with

complaints of rash on legs, off and on abdominal pain, swelling

and pain in the ankles and wrists. She was taking steroids when

she presented to us. Her past history revealed similar rash on

legs about a year before this episode and she received topical

steroids after which the rash disappeared. On examination, she

was found to have palpable purpuric rash on the lower limbs. 

Her laboratory work up revealed normal platelet count,

coagulation studies, ASO titer, renal function and ANA profile.

Based on the clinical history and normal laboratory

investigations, a clinical diagnosis of HSP was made.

Steroids were gradually tapered and her symptoms

resolved with time.

Discussion

Much less is known about the natural history of HSP in

adults. Data is confined to small series only.5,6 In a study by

Blanco et al,7 162 patients with HSP (46 adults and 116

children) were evaluated to compare the differences in disease

expression with age. Children were more likely to have

preceding upper respiratory tract infection, fever and abdominal

pain. Adults had symptoms of joint pain and renal involvement

more frequently. However, both these groups had a benign self

limited course with complete recovery in 90% cases. Unlike this

study, our patient had no renal involvement, but the disease was

self limited and complete resolution of symptoms was achieved. 

Various case reports of adult onset HSP have also been

published.8,9 A case report of a 40 years old patient with HSP is

also reported from Pakistan;10 this patient had symptoms of

abdominal pain, retrosternal burning and palpable purpura over

the lower limbs. Helicobacter pylori was the most probable

cause of HSP in this patient.

Adult onset HSP is uncommon in our population.

However, the physicians should be aware of the clinical

presentation of HSP and the complications associated with it.
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Abstract

We report a case of diffuse fibrous

pseudotumour/fibromatous periorchitis, in a 43 year old male,

that completely encased the right testis and was adjacent to a

hydrocoele cavity. Although fibrous pseudotumours of this

region are uncommon, they are reported to be the second most

common benign paratesticular lesion after adenomatoid

tumours. These comprise approximately 6 percent of para-

testicular lesions, and are accepted as reactive lesions secondary

to trauma, hydrocoele, infections or inflammation. Fibrous

pseudotumours have a peak incidence in the third decade of life

but can occur at any age.  Clinically these lesions mimic

malignancy resulting in the treatment by radical orchidectomy.

Fibrous pseudotumours should be considered in differential

diagnosis when one encounters a predominantly

fibrocollagenous lesion.

Introduction

Benign intrascrotal fibrous proliferations are

uncommon with most arising from the paratesticular region and

have generally been considered variants of fibrous

pseudotumours as reflected in the numerous designations,

including chronic proliferative periorchitis, inflammatory

pseudotumours, nodular and diffuse fibrous proliferations,

proliferative funiculitis, fibroma, benign fibrous paratesticular

tumour, fibrous mesothelioma, pseudofibromatous periorchitis,

nonspecific peritesticular fibrosis, and reactive periorchitis.1,2

Mostofi and Price suggested the term "fibrous pseudotumours"

to encompass all reactive fibroinflammatory lesions of the

testicular tunics.3

These ''tumours'' are usually nodular and involve the

testicular tunics. Even more uncommon are fibrous

pseudotumours that form diffuse band like fibroinflammatory

proliferations that encompass the testis, also termed as

fibromatous periorchitis. Clinically these lesions mimic

malignancy resulting in the treatment by radical

orchidectomy.1,2,4

We herein report another case of a fibromatous

periorchitis/ diffuse fibrous pseudotumour that completely

encased the right testis and was adjacent to a hydrocoele cavity.

Case Presentation:

We received a specimen, from a remote area of Pakistan,

of a 43 year old man with clinical history of gradual right

testicular enlargement over a period of few months with no

significant associated medical history. Provisional clinical

diagnosis was Seminoma and a radical orchidectomy was

performed. Radiology and Serum AFP levels were not ordered. 

The specimen consisted of a right testicular mass that

measured 11.5 x 7 x 4 cm, with an attached spermatic cord that

measured 3.0 x 1cm. Sections revealed the testis, which measured

2.5 x 2.5 x 2.0 cm in greatest dimension, almost completely

encased by a thick, firm, white fibrotic band like tissue involving

the tunica albuginea and vaginalis and the epididymis but not the

spermatic cord (figure 1). The testicular parenchyma was tan, soft

Case Report

Fibromatous Periorchitis
Khurram Minhas, Abrar Barakzai, Asim Qureshi

Department of Pathology & Microbiology, Aga Khan University, Karachi, Pakistan.

Figure 1: Section through testis and paratesticular mass demonstrating a fibrous

lesion, that completely encased the testis. A cystic space compatible with a

hydrocele is present (arrow).
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