SSRG International Journal of Medical Science Volume 9 Issue 4, 1-4, Jul-Aug 2022
ISSN: 2393 — 9117 / https://doi.org/10.14445/23939117/1IMS-V914P101 © 2022 Seventh Sense Research Group®

Review Article

Schamberg Disease

Diana Ly-Liu?, Ellen O"Riordan?, Juan Pablo Meza-Budani®, Domingo Ly-Pen?*

! Department of Anesthesia, Basurto University Hospital, Bilbao, Bizkaia, Spain
2 Cootehill Medical Centre. Cootehill, Co. Cavan. Ireland
3 Emergency Department, Thames Hospital, Thames, New Zealand

Received: 30 May 2022 Revised: 15 July 2022 Accepted: 28 July 2022 Published: 05 August 2022

Abstract - In this clinical case, we attend to a patient with pigmented purpuric dermatosis, diagnosed with Schamberg
disease. It is the most frequent type of all pigmented purpuric dermatosis. It is a benign, idiopathic, harmless skin condition,
but its importance is mainly due to these characteristics. Good general practitioners should be able at least to consider a
differential diagnosis whenever a patient shows a pigmented purpura. We update the most relevant information about
Schamberg disease (concept, epidemiology, aetiology, pathophysiology, clinical features, diagnosis, investigations,
associated diseases, treatment and management, prognosis and complications) with references where the reader can easily
find more specific information.
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1. Clinical case report. Schamberg disease

A 31-year-old male attends our consult. He has no
relevant past medical history, no known drug allergies, and
is not on any chronic medication or supplement.

He has a five-week skin rash, asymptomatic in both
distal legs, unrelated to exercise or any known issue.
Approximately one year ago, he had a similar rash in the
same places that subsided with a corticosteroid cream. This
time the rash is not getting better. No other signs or
symptoms

On physical examination, we can observe petechial
lesions in both distal legs, mainly on the right side (See
Figures 1, 2 and 3).

With the clinical suspicion of Schamberg disease, he is
referred to a private consultant dermatologist.

In the discharge letter, Schamberg disease is confirmed
by the dermatologist; no biopsy was needed.

2. Other synonyms
Progressive pigmented purpuric dermatitis, capillaritis,
itching purpura, pigmented purpuric eruption.

3. What is Schamberg disease?

Schamberg disease (SD) is the most frequent type of
pigmented purpuric dermatoses. It is a benign, idiopathic,
harmless skin condition characterised by reddish-brown
patches caused by leaky capillaries. [1]
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4. Epidemiology

SD is not a very frequent disease, with few
epidemiological studies published. SD may affect all ages
but more frequently in middle-aged to older men and less
frequently in children. [2]

An Indian outpatient clinic study of 55,323 patients
diagnosed 100 cases of pigmented purpuric dermatosis
(0.18%). Of these 100 patients, 95 had SD. It is more
frequent in males (4:1). The age range is from 11 to 66
years, with a mean of 34 years. [3]

A report of four family members with SD had been
published, thus suggesting a possible genetic link (at least,
in some cases). [4]

5. Aetiology
SD is considered idiopathic, but the underlying cause of
capillary inflammation is unknown. Aetiology looks

multifactorial, and potential contributors can be genetic
causes, alcohol intake, gravitational dependency, viral
infection, hepatitis B antigenemia, dysfunctional immune
system, drugs (aspirin, paracetamol, thiamine, amlodipine,
glipizide, nitroglycerin, chlordiazepoxide, bezafibrate and
sildenafil). [1, 5].

6. Pathophysiology

The main pathophysiological mechanism of SD is the
extravasation of erythrocytes, and the deposition of
hemosiderin in macrophages with a T-cell lymphocytic
infiltrate perivascularly. [5]

The capillary permeability increases due to oedema and
endothelium damage. Among other factors that can worsen
this process it had been mentioned: venous stasis,
exhausting exercise, gravitational dependency, capillary
fragility, infections...

7. Histopathology

SD shows perivascular T-cell lymphocytic infiltrate
around superficial small blood vessels. This infiltrate leads
to endothelial cell swelling and narrowing of the lumen. [5]

8. Clinical features

SD is characterized by petechiae, purpura, and
increased skin pigmentation (brown, red, or yellow patchy).
On physical examination, we can see non-blanching
purpura, asymmetrical brown/orange patches and a type of
petechiae called “cayenne pepper spots” (developing at the
edge of older lesions). The patterns can vary (annular,
linear...) and can be associated with lichenification, scaling
and pruritic marks. [5, 6]

It is more frequently located bilaterally on the lower
limbs and not rarely in the thighs, buttocks, trunk, or upper
extremities. It can be anywhere or even unilateral. It has
been reported one case involving the genitals.

SD is usually asymptomatic but can cause itchiness and
blotchy skin appearance. It can produce psychological
distress in some patients. When a patient complains of limb
pains, they are usually coincidental. [1]
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9. Diagnosis

SD diagnosis is usually made on clinical features,
observing and identifying the classic morphology of the
lesions. Dermatoscopy can help, as the petechiae can be
seen more clearly. [1]

The biopsy is not mandatory, but it may be required to
rule out the differential diagnosis, mainly mycosis
fungoides. [5] It should be requested, when needed, by the
dermatologist.

Differential diagnosis should be made from other
causes of pigmented purpura: exercise-induced capillaritis,
drug eruption, local trauma, self-induced purpura, vasculitis
(leukocytoclastic), T-cell lymphoma (especially if
presenting in young males), lichen aureus, Majocchi
purpura, mycosis fungoides. [1, 5]

10. Investigations

SD is not associated with any laboratory abnormality.
Nevertheless, we have to request some blood tests to
exclude other causes of purpura: Full blood count and
coagulation screen. Other recommended blood tests include
autoantibody screen (antinuclear antibodies, rheumatoid
factor) and hepatitis B / hepatitis C serology.

When the diagnosis is unclear, dermatologists can
perform a skin biopsy. [1, 5, 6]

11. Associated diseases

SD had been associated, among others, with diabetes
mellitus, rheumatoid arthritis, systemic lupus
erythematosus, porphyria, hepatitis B, malignancies, thyroid
abnormalities.... [5, 7]

12. Treatment and management

As SD is idiopathic, there is no established aetiologic
therapy. Any suspected precipitants should be withdrawn.
[5, 6]

As SD is a mild condition and usually asymptomatic,
most patients do not require any treatment. There is no
curative treatment. [8]

The pruritus can be managed with mild topical
corticosteroid or oral antihistamines. [8]

Precocious treatment on superimposed infection, with
proper antibiotics.
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13. Prognosis
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exacerbations and remissions. The rash and residual
pigmentation may be present for many years with slow
extension or recurring. Occasionally it may also disappear
spontaneously within a few weeks. [1, 5]

It was reported that about 60% of patients cleared their
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developed worsening symptoms. [9]

14. Complications
Infrequently, it can get worse, with recurrent chronic
skin lesions, occasionally resistant to treatment.

The development of T-cell lymphoma in patients with
SD is extremely uncommon, but it has been reported. [10]

It is also very rare to develop mycosis fungoides after
an initial diagnosis of SD. Nevertheless, we should suspect
mycosis fungoides whenever the course lasts longer than
one year. [5, 11]

Some patients, usually young females, can develop
psychological trauma and emotional stress secondary to the
longstanding pigmentation in the skin, leading to anxiety
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[1] Schamberg's Disease, Benign Dermatoses with Purpura. Tidy C, 2021. Https://Patient.Info/Doctor/Schambergs-Disease.
[2] Spigariolo CB, Giacalone S, Nazzaro G, “Pigmented Purpuric Dermatoses: A Complete Narrative Review,” J Clin Med. vol.2510,

no.11, 2021. Pii: Jcm10112283. Doi: 10.3390/Jcm10112283.

[3] Sharma L, Gupta S, “Clinicoepidemiological Study of Pigmented Purpuric Dermatoses,” Indian Dermatol Online J. vol.3, no.1, pp.17-

20, 2012.

[4] S. M. Metevand V. P. Veiko, Laser Assisted Microtechnology, 2nd Ed., R. M. Osgood, Jr., Ed. Berlin, Germany: Springer-Verlag, vol.
5, no. 3, pp. 300-320, 1998. Https://Www.Ncbi.NIm.Nih.Gov/Pmc/Articles/PMC3481933/



Diana Ly-Liuet al. / IIMS, 9(4), 1-4, 2022

[5] Sethuraman G, Sugandhan S, Bansal A, Et Al, “Familial Pigmented Purpuric Dermatoses,” J Dermatol, vol.33, no.9, pp.639-41, 2006.

[6] Zaldivar Fujigaki JL, Anjum F. Schamberg Disease, Statpearls Publishing; 2022. Https://Www.Ncbi.NIm.Nih.Gov/Books/NBK560532/

[7] Oakley A. Capillaritis. Derm-Net. New Zealand, 1999. (Updated January 2016). Https://Dermnetnz.Org/Topics/Capillaritis

[8] Kim DH, Seo SH, Ahn HH, Et Al, “Characteristics and Clinical Manifestations of Pigmented Purpuric Dermatosis,” Ann Dermatol.
vol.27, no.4, pp.404-10, 2015.Doi: 10.5021/Ad.2015.27.4.404. Epub 2015 Jul 29.

[9] Sardana K, Sarkar R, Sehgal VN, “Pigmented Purpuric Dermatoses: An Overview,” Int J Dermatol, vol.43, no.7, pp.482-8, 2004.
Https://Pubmed.Ncbi.NIm.Nih.Gov/15230884/

[10] Ratnam KV, Su WP, Peters MS. “Purpura Simplex (Inflammatory Purpura Without Vasculitis): A Clinicopathologic Study of 174
Cases,” J Am Acad Dermatol, vol.25, no.4, pp.642-7, 1991. Https://Pubmed.Ncbi.NIm.Nih.Gov/1791222/

[11] Lipsker D, Cribier B, Heid E, Grosshans E, “Cutaneous Lymphoma Manifesting as Pigmented, Purpuric Capillaries,” Ann Dermatol
Venereol, vol.126, no.321-6, 1999. Https://Pubmed.Ncbi.NIm.Nih.Gov/10421934/

[12] Toro JR, Sander CA, Leboit PE, “Persistent Pigmented Purpuric Dermatitis and Mycosis Fungoides: Simulant, Precursor, or Both? A
Study by Light Microscopy and Molecular Methods,” Am J Dermatopathol, vol.19, no.2, pp.108-18, 1997.
Https://Pubmed.Ncbi.NIm.Nih.Gov/9129694/



