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INTRODUCTION

Angiokeratoma is a rare, wart‑like vascular skin lesion, 
which was first described by Mibelli in 1889.1 It is usually 

acquired, although, congenital cases have also been reported.1 
It has male predominance and may affect different age groups, 
but is rarely seen in individuals with pigmented skin.2 Despite 
being reported in the extremities, trunk and tongue, it has a 
predilection for the scrotum.3 Since 1966, only a single report 
of eyelid angiokeratoma has been published as we conducted an 
electronic search of three databases (Medline, Scopus and Scirus) 
using angiokeratoma and one of the following key words 
(eyelid,ocular or peri‑ocular).4 We present the second case of 
solitary eyelid angiokeratoma in an otherwise normal adult male.

CASE REPORT

This was a case of a 28‑year‑old male patient who was 
presented with a painless purple‑color skin lesion involving 
the left upper eyelid of 1 year duration without preceding 
trauma. He also reported spontaneous or traumatic recurrent 
bleeding whenever scratching the lesion. The lesion was raised, 
compressible, well‑circumscribed and freely mobile over the 
tarsus, measuring 5 mm × 5 mm. It had a patchy, reddish 
surface discoloration [Figure 1a and b]. No detectable signs 
of inflammation, tenderness, regional lymphadenopathy or 

antedated eyelid lesion were noted. Patient was otherwise 
normal with no systemic illness and a normal coagulation profile. 
Ophthalmic examination was unremarkable.

The lesion was completely excised and histopathologic 
examination revealed skin comprising epidermis and most 
of the dermis. The epidermis showed acanthosis however, no 
significant hyperkeratosis was noted. The dermis showed dilated 
papillary vessels [Figure 2a and b]. Some blood vessels showed 
thrombosis. At the periphery, palisading of inflammatory cells 
around eosinophilic collagenous material was seen.

Based on the clinical and histopathologic features, a diagnosis 
of solitary papular angiokeratoma was made. At this stage, the 
patient was referred to a Dermatologist for further assessment 
that revealed neither other mucocutaneous lesions nor nail 
changes.

DISCUSSION

Angiokeratoma is a broad term for rare muco‑cutaneous 
disorders characterized by hyperkeratosis and superficial 
dermal vascular malformations.5 It can present as either 
acquired (Mibelli, Fordyce, solitary and multiple papular) 
or congenital lesions (angiokeratoma circumscriptum and 
angiokeratoma corporis diffusum).1,6 It is frequently reported in 
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the scrotum; nevertheless, extremities, trunk, vulva and tongue 
have been also reported.3,5 Clinically, angiokeratoma consists 
of elevated, warty, slightly compressible, dark red to purple 
papules; yet small nodules or plaques can also be seen.2,3 The 
surface and edges of the papules often have rough, hyperkeratotic 
scales. 3 Intra‑epidermal hemorrhage or dermal deposition of 
hemosiderin pigment frequently causes associated pigmentation. 

3 Epithelial erosion and bleeding may occur if angiokeratoma 
is excoriated or traumatized.2 Histopathologic features include 
epidermal hyperkeratosis, acanthosis and papillomatosis with 
dilated vascular spaces in the papillary dermis that may be 
associated with organizing thrombi.1,3 Several differential 
diagnoses have to be considered including lymphangioma 
circumscriptum, Fabry syndrome, verrucous hemangioma or 
even melanoma.3,7,8 Lymphangioma circumscriptum is consisting 
of dilated lymphatic vessels within the papillary dermis which 
are filled with serosanguineous lymph fluid. If hemorrhage 
occurs within the spaces, it may mimic angiokeratoma 
microscopically. In such cases, immunohistochemistry is helpful 
in differentiating between blood vascular endothelium from 
lymphatic vascular endothelium.9 Lipid‑containing cytoplasmic 
vacuoles in fibroblasts, endothelial cell and pericytes are helpful 
in differentiation between Fabry syndrome and angiokeratoma.7 
Verrucous hemangioma is a conventional hemangioma associated 
with verrucous epidermal changes, which can be identical to 
angiokeratoma, however, hemangioma extends to involve all 
levels of the dermis and subcutis.10

Our case represents an acquired solitary angiokeratoma. The 
unusual location and lack of evident hyperkeratosis were 
challenging features. The history of bleeding raised the possibility 
of vascular tumor; nevertheless, the rarity of such a lesion in 
ophthalmology practice delayed diagnosis until histopathologic 
evaluation. In view of this, angiokeratoma should be added to 

the armamentarium of differential diagnoses of vascular eyelid 
tumors.
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Figure 1: Angiokeratoma of the upper eyelid. (a) Shows a raised, well circumscribed 
papule measuring 5 mm × 5 mm (b) Shows a close up view to highlight the reddish 
surface discoloration and circinate border
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Figure 2: Histopathology study. (a) Photomicrograph showing the elongated rete 
ridges overlying the dilated blood vessels (H and E, ×25) (b) Higher magnification 
highlighting the red blood cells in the dilated blood vessels. The overlying “collaret” 
of the epidermis is partly engulfing the vascular channels (H and E, ×200)
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