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Angioma serpiginosum in a bilateral distribution with acral 
involvement: An uncommon presentation

with red globules and dots arranged linearly without affecting the 
acrosyringeal openings [Figure 2b]. Onychoscopy of the left‑hand 
middle fingernail showed a diffuse erythema. Histopathology 
revealed presence of dilated and proliferating capillaries in the 
superficial papillary dermis with no evidence of extravasation of 
erythrocytes [Figure 2c]. Rest of the hematological, biochemical, 
radiological and systemic workup was noncontributory. On the 
basis of clinical, dermoscopic and histopathology features, a final 
diagnosis of angioma serpiginosum was made.

Angioma serpiginosum is an uncommon cutaneous vascular nevus 
first reported by Jonathan Hutchinson in 1890, while Frain‑Bell 
distinguished this entity from pigmentary purpura and other 
disorders in 1957.1 A female preponderance has been reported 
and it mainly affects lower extremities and buttocks, although 
involvement of upper extremities has been reported, as in our case2,3 
It predominantly has a unilateral distribution and usually involves 
the trunk, palms and mucosae.3

Bilateral nevoid telangiectasia, on the other hand, is an acquired 
condition usually seen in hyperestrogenic states and liver 
diseases that presents clinically with ‘spider’ telangiectasia.4,5 
Distribution is bilaterally symmetrical and it can be associated 
with gastrointestinal telangiectasia, presenting as unexplained 
gastrointestinal bleeding.4 Association with Hepatitis C infection 
and cholangiocarcinoma has also been reported.4

Histopathology of angioma serpiginosum shows dilated and 
tortuous capillaries in the papillary dermis without any evidence 
of inflammation or red cell extravasation, whereas bilateral 

Sir,
Angioma serpiginosum is a vascular nevus of superficial capillaries 
characterized by minute red to copper‑colored macules in clusters 
or in a serpiginous pattern,1 resulting from congenital hyperplasia or 
ectasia of preexisting superficial dermal capillaries. The condition 
usually arises before 20 years of age and thereafter it reaches 
a state of relative stability.2 Herein, we report a case of angioma 
serpiginosum with characteristic clinical presentation involving 
both upper limbs, trunk, palms and nails.

An 18‑year‑old man, born out of nonconsanguineous 
parentage, second in order of birth, presented to our outpatient 
Department (OPD) with red‑colored lesions on both upper limbs, 
chest and upper back for the last 8 years. Initially there was a single 
lesion on the left arm which subsequently progressed in size and 
number to involve both the upper limbs and chest. He reported 
a rapid progression in the last 3 years. There was no history of 
any systemic complaints. Dermatological examination revealed 
pin‑point to pin‑head‑sized erythematous discrete to coalescent 
macules in a serpiginous pattern distributed over both upper limbs, 
chest[Figure 1a], upper trunk and palms [Figure 1b‑d]. Erythema 
was also noticed on the middle finger nail of left hand [Figure 1e]. 
On diascopy, the lesions were nonblanchable. No other part of the 
body was involved including the lower limbs. Hair and mucosae 
were spared. Systemic examination was within normal limits. 
A differential diagnoses of angioma serpiginosum and bilateral 
nevoid telangiectasia was made. Dermoscopy of the lesions on the 
arm and chest showed characteristic oval to round red lagoons, 
consistent with angioma serpiginosum [Figure 2a]. Dermoscopy 
of the palmar lesions showed erythematous parallel ridged pattern 
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nevoid telangiectasia demonstrates superficial papillary dermal 
telangiectasia with minimal chronic inflammation.3,5 Dermoscopy 
of angioma serpiginosum shows characteristic well‑demarcated 
oval red lagoons.6 Acral variant on dermoscopy demonstrates 
erythematous parallel ridge pattern with red globules and dots in 
a linear arrangement.with sparing of the acrosyringeal openings.7,8 

Dermoscopy of unilateral nevoid telangiectasia, on the other hand, 
shows thin and tortuous linear vessels with absence of red lagoons.9

Both dermoscopic and histopathologic findings in our case were 
consistent with the diagnosis of angioma serpiginosum.

Figure 1a: Pin‑point to pin‑head erythematous discrete to coalescent macules 
present on the right upper limb with involvement of the chest

Etiology of this condition remains obscure. Role of estrogen 
has been suggested in the etiopathogenesis of both angioma 
serpiginosum and nevoid telangiectasia.2,5 The proliferative effect of 
estrogen on the vascular endothelial cells support this hypothesis.2 
However, absence of estrogen and progesterone receptors on the 
involved blood vessels in angioma serpiginosum has contradicted 
this theory.10 Other than hormonal theory, abnormal response of 
capillaries to cold has also been proposed as a possible etiology.2 
This condition remains stable or partially regresses after puberty.

Treatment with pulse dye laser has shown promising results in 
some reports.2,6 Our patient has also been counselled regarding the 
therapeutic option of pulse dye laser.

Our case presented with an unusual bilateral asymmetrical 
distribution involving both upper extremities, trunk and palms, 
whereas this condition is predominantly unilateral. Another unique 
feature of our case was possible involvement of the nail bed that 
manifested as nonblanching erythema in contiguity with palmar 
lesions. Onychoscopy showed diffuse erythema of nail bed. The 
patient, however, refused nail biopsy. To the best of our knowledge, 

Figure 1b: Pin‑point to pin‑head erythematous discrete to coalescent macules 
present on the left upper limb with involvement of the trunk

Figure 1c: Close‑up view of the dusky erythematous macules Figure 1d: Involvement of the palms with erythematous macules
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this unique distribution of angioma serpiginosum has not been 
reported yet in the literature.

The rarity of our case and the role of noninvasive dermoscopy 
in differentiating angioma serpiginosum from bilateral nevoid 
telangiectasia has prompted us to report this case. This distinction is 
especially pertinent as the latter is more likely to be associated with 
underlying pathologies.
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Figure 1e: Erythematous macules extending to the dorsa of the hands. Note 
the erythema present in the middle finger nail bed

Figure 2a: Dermoscopy showing the characteristic red lagoons 
(Dinolite AM413ZT; ×150)

Figure 2b: Dermoscopy of palm showing red globules and dots spreading 
in a linear arrangement in a parallel ridge pattern without affecting the 
acrosyringeal openings as shown with red arrow (Dinolite AM413ZT; ×150)

Figure 2c: Dilated and proliferating capillaries in the superficial papillary 
dermis without any evidence of inflammation (hematoxylin and eosin, ×400)
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Extramammary Paget disease with histologic presence of  
epidermolytic hyperkeratosis: An unusual presentation

Figure 1: A well‑demarcated erythematous plaque with lichenification and 
hypopigmented surrounding skin

Histopathological examination revealed hyperkeratosis, parakeratosis, 
acanthosis and vacuolated Paget cells in suprabasilar epithelium. 
Immunohistochemistry showed Paget cells positive for cytokeratin7, 
carcinoembryonic antigen (CEA), epithelial membrane antigen, 
gross cystic disease fluid protein‑15 and periodic acid‑Schiff (PAS), 
but negative for cytokeratin20. Ultrasonography of the abdomen 
was done to look for the primary site but no abnormalities were 
detected. Prostate‑specific antigen was within normal limit. Based on 
these findings, a diagnosis of primary extramammary Paget disease 
was made. In addition, hyperkeratosis, papillomatosis, clumped 
keratohyalin granules and superficial epidermal vacuolization was also 
seen, which are specific for epidermolytic hyperkeratosis [Figure 2].

Histopathologically, epidermolytic hyperkeratosis has been noted 
in a variety of acquired and congenital conditions. Various benign 

Sir,
Extramammary Paget disease is an intraepithelial neoplasm that 
presents typically  in apocrine‑rich skin as an irregular, pruritic 
plaque. Epidermolytic hyperkeratosis is a histological reaction 
pattern seen in a variety of conditions, both acquired and congenital 
including benign, premalignant as well as malignant disease 
processes. Sometimes, epidermolytic hyperkeratosis can be seen as 
an incidental finding.

Extramammary Paget disease, first described by Crocker in 1889, 
is an intraepithelial neoplasm that typically presents as an irregular 
pruritic plaque at an apocrine gland‑bearing skin site such as vulva, 
axillae, groin, scrotum and perianal region.1 The term epidermolytic 
hyperkeratosis refers to a distinctive set of histopathologic features 
of hyperkeratosis, perinuclear vacuolization of keratinocytes in the 
upper layers of epidermis and coarse keratohyaline granules.2 The 
presence of these findings is also noted in various other entities such 
as epidermolytic ichthyosis, Vorner’s epidermolytic palmoplantar 
keratoderma, epidermal nevus (especially systematized variant) 
and solitary epidermolytic acanthomas.3 However, we were unable 
to find any previous paper reporting its presence in extramammary 
Paget disease. Here, we report a case of extramammary Paget disease, 
which on histopathology examination showed the findings of both 
extramammary Paget disease and epidermolytic hyperkeratosis.

A 75‑year‑old otherwise healthy man presented at our hospital with 
an itchy lesion on the left groin for 1 year. The lesion had gradually 
increased in size to approximately 4 × 2 cm in diameter. On 
physical examination, a well‑demarcated erythematous plaque with 
lichenification and peripheral hypopigmentation was noted [Figure 1]. 
Systemic examination revealed no abnormalities and no regional 
lymphadenopathy was detected. A biopsy was performed with a 
clinical suspicion of Bowen’s disease or extramammary Paget disease. 

Azhar.Shaikh
Rectangle


