Letters to the Editor

Unilateral angiokeratoma of the scrotum (Fordyce’s type)

associated with a contralateral varicocele

Sir

Angiokeratoma of Fordyce is a localized form of angiokeratoma,
which typically manifests as multiple vascular, warty papules usually
found on the scrotum bilaterally.'? It was first described in 1896
by J A Fordyce in a 60-year-old male with bilateral varicocele.
Histopathologically, it is characterised by vascular dilatation and
lacunae formation in papillary dermis with or without thrombosis.
We report an unusual case of unilateral scrotal angiokeratoma
associated with a contralateral varicocele.

A 68-year-old male presented with multiple asymptomatic cutaneous
lesions on his scrotum, which had first appeared 3 years earlier and
had progressively increased in number.His medical history was
remarkable for hypertension and hypercholesterolemia. Examination
revealed multiple, red-purple, 2-3 mm in diameter papules that
only affected the right side of the scrotum and did not cross the
midline [Figure 1]. Clinical differential diagnosis included
angiokeratoma of Fordyce and angiokeratoma circumscriptum
neviforme (ACN). Biopsy specimens of the lesions showed
dilated blood vessels in the papillary dermis [Figure 2a]. These
ectatic vessels were in intimate contact with the epidermis. Focal
thrombosis was present [Figure 2b]. Inmunohistochemical study
revealed that the endothelial cells that lined the dilated vascular
structures stained positive for CD31 [Figure 2c]. On the basis of
age of presentation, and the clinical and histopathological features, a
diagnosis of angiokeratoma of Fordyce was made. Ultrasonography
of the abdomen and pelvis showed no significant abnormality.
However, a grade II left-side varicocele was detected by physical
examination and confirmed by Doppler sonography.

Angiokeratoma of Fordyce usually develops in late adulthood or in
elderly patients, although it may sometimes manifest in childhood or
adolescence. The lesions are commonly multiple and they typically
arise on the scrotum bilaterally, but are ocassionally found on the
shaft or glans of the penis, the thighs, the abdomen, and the buttocks.!

The cause of scrotal angiokeratoma is still unknown, although
several factors have been postulated regarding its pathophysiology.

Figure 1: Multiple angiokeratomas on the right side of the scrotum

These include: (i) a reduction of venous supportive elastic
tissues, (ii) a direct injury of the dermal capillaries and (iii) a
chronic local scrotal venous hypertension.>* With regard to this last
point, some conditions that may increase the blood pressure in the
scrotal veins, such as hernias, epididymal or urinary tract tumours
and particularly, varicoceles may contribute to the development of
scrotal angiokeratoma.*

Varicocele is a venous dilatation caused by valvular insufficiency
in the internal spermatic vein. It can affect up to 15% of all
adult males.* Approximately 90% of varicoceles appear on the
left side owing to the anatomical difference between the two
sides contributing to a higher venous pressure on the left side of
the scrotum. Thus, while the right internal spermatic vein empties
directly into the inferior caval vein, the vein of the left testicle
ascends vertically to the left renal vein.**

Unilateral angiokeratoma of the scrotum has been very rarely
reported. To our knowledge, only five cases have been described
in the literature, including our patient.>*%’ Comparing our case
with those reported previously [Table 1], we wish to highlight the
following: (a) in all cases except one,’ the angiomatous lesions were
associated with a varicocele; (b) in three of these four patients,*°
excluding ours, the angiokeratomas were limited to the left side
of the scrotum, and they were in association with a left-sided
varicocele. In our patient, however, the angiokeratomas were
restricted to the right scrotum and, curiously, they were associated
with a varicocele of the contralateral testicle. In the present case and
in those previously mentioned, the association of angiokeratomas
with varicoceles may be simply coincidental, considering that
varicoceles are fairly common. However, it is also possible that
in those patients with unilateral left-sided angiokeratomas and

Table 1: Cases of unilateral angiokeratoma of the scrotum

Reference Age Side affected Associated varicocele
Bechara et al? 21 Left (+) Ipsilateral

Erkek et al.* 66  Left (+) Ipsilateral
Piqué-Duran et al.® 66  Left (+) Ipsilateral

Pande et al” 32 Left ()

Present case 68  Right (+) Contralateral

Figure 2a: Histopathological examination showed dilated blood vessels in
the papillary dermis (H and E, original magnification x25)
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Figure 2b: The ectatic vessels were in intimate contact with the epidermis.
Focal thrombosis was present (H and E, original magnification x100)

ipsilateral left-side varicocele, the unilateral development of the
angiomatous lesions could have been caused by increased venous
pressure due to ipsilateral varicocele.

The reason why the angiomatous lesions developed unilaterally
in our case was unknown. A possible explanation would be the
presence of mosaicism, which would cause angiokeratomas to
develop only in genetically susceptible areas.® In this respect, it has
been supposed that, at least in some patients, scrotal angiokeratomas
may be due to a congenital defect affecting the walls of the venules,
but the lesions only become clinically apparent in adulthood.® In
this regard, the main differential diagnosis in our case was ACN;
however, ACN is typically present at birth and usually involves
the lower extremities.” Finally, another possibility could be that a
previous injurious factor (e.g., chronic irritation) only affecting the
right scrotum may have triggered the development of the vascular
lesions restricted to this area.

Financial support and sponsorship
Nil.

Conflicts of interest
There are no conflicts of interest.

Figure 2¢: The endothelial cells that lined the dilated vascular structures
showed positivity for CD31 with immunhistochemical staining (CD31,
original magnification x250)
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