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ABSTRACT

We report a 68-year-old male with a progressively enlarging, reddish raised painful lesion on the right arm for
the previous 3 years. The starch iodine test was positive, dermoscopic findings were yellowish-brown globules on
an erythematous background. Biopsy from the lesion showed the presence of eccrine glands, hair follicles, and
lobules of capillary sized vessels surrounding hair follicles in the dermis. On immunohistochemistry, epithelial
membrane antigen (a marker for eccrine gland) and CD31 (endothelial marker) were positive. A final diagnosis
of eccrine angiomatous hamartoma (EAH) was made. There should be a high index of suspicion about EAH if the
skin lesions are reddish and tender with associated localized sweating.
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INTRODUCTION

Eccrine angiomatous hamartoma (EAH) is a rare nevoid proliferation of normal eccrine glands, small
blood vessels, and occasionally other elements such as fatty tissue and pilar structures with variable
clinical manifestations.!"! Here, we report a case of EAH, which presented as a painful skin tumor.

CASE REPORT

A 68-year-old male presented to the dermatology outpatient department with a progressively
enlarging, reddish raised lesion on the right arm for the previous 3 years. Over a period, similar
lesions appeared adjacent to it. There was pain and increased sweating on the lesional skin. There
was no history of itching or bleeding from the lesion. He had diabetes mellitus and was taking
tablet metformin 500 mg for the previous 5 years. On examination, there was a well-defined,
tender, reddish non-blanching plaque with a purplish hue, of 7 x 5 cm size on the right arm, with
seven satellite erythematous papules of 0.3 x 0.3 to 1 x 1 cm around it [Figure 1]. On pressing,
the surface of the plaque exuded drops of a transparent, colorless fluid. Starch iodine test
demonstrated increased sweating on the lesional skin compared to the normal skin [Figure 2]. On
dermoscopy, yellowish-brown globules on an erythematous background were noted [Figure 3].

Hemogram, liver function tests, and renal function tests were normal. Viral markers for serum
human immunodeficiency virus, hepatitis B virus surface antigen and anti-hepatitis C virus were
negative. Ultrasonogram of the skin and soft tissue of the right upper arm showed the presence of
multiple vascular channels in the subcutaneous plane with high resistant flow in the region of the
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Figure 1: Well-defined, tender, reddish, non-blanching
plaque with a purplish hue of 7 x 5 cm size on the right
arm, with seven satellite erythematous papules of 0.3 x 0.3—
1 x 1 ¢cm around it.

Figure 2: Increased sweating in lesional skin on starch iodine
test (blue arrow).

plaque without extension into intramuscular space. Biopsy
from the lesion showed the presence of eccrine glands, hair
follicles, and lobules of capillary-sized vessels encircling hair
follicles in the dermis [Figure 4]. On immunohistochemistry,
epithelial membrane antigen (a marker for the eccrine gland)
and CD31 (endothelial marker) were positive [Figures 5 and 6].

DISCUSSION

The popular mnemonic for painful skin tumors is “BLEND
TAN EGG” which includes blue rubber bleb nevus,

Figure 3: Dermoscopy showing yellowish-brown globules on an
erythematous background (DermLite 4, x10).

Figure 4 (a): Biopsy from the plaque on right arm showing eccrine
glands (blue arrow), hair follicles (red arrow), and lobules of capillary-
sized vessels (green arrow) encircling the hair follicle in the dermis
(Hematoxylin & eosin, x100); (b): Histopathology from the plaque
on right arm showing lobules of capillary-sized vessels (green arrow)
encircling the hair follicle in the dermis (Hematoxylin & eosin, x400).
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Figure 5: Biopsy from plaque on
right arm cells showing positive
for epithelial membrane antigen
(Immunohistochemistry, x20).

Figure 6: Biopsy from plaque on right arm cells showing
positive for CD 31 (Immunohistochemistry, x40).

leiomyoma, eccrine spiradenoma, neuroma, dermatofibroma,
tufted angioma, angiolipoma, neurilemmoma, endometriosis,
granular cell tumor, and glomus tumor.™

Among these tufted angioma and eccrine spiradenoma
were considered as differential diagnosis. EAH, reactive
angioendotheliomatosis, and Kaposi sarcoma were also

considered in the differential diagnosis.

EAH is a rare benign vascular tumor first described by Lotzbeck
in 1859. The term eccrine angiomatous hamartoma was coined
by Hyman et al.”! The disease is more common in childhood, is
usually solitary, and more commonly follows an acral distribution.
It presents as an angiomatous lesion generally asymptomatic
but can be associated with pain, focal hyperhidrosis, and
hypertrichosis. There are hyperkeratotic and verrucous variants.
Histologically, it is characterized by a dermal proliferation of
blood vessels and well-differentiated eccrine secretory and ductal
elements. EAH does not have any malignant potential nor do
they resolve spontaneously. Dermoscopic patterns reported are
multiple yellow, confluent nodules having a popcorn shape, in a
background of erythema and linear and arborizing blood vessels
(popcorn pattern)* and brown globules, in a background of
erythema, and a pseudoreticular depigmentation around the
globules (spitzoid pattern).”

EAH is histopathologically characterized by an increased
number of eccrine glands in the superficial dermis, with
blood vessels between and around the glands and ducts.
Vessels vary in size but are predominantly small and lined
by endothelial cells. Other areas of the dermis show smooth
muscle bundles, fat cells, and focal areas of myxoid change.

In a retrospective series of EAH of ten patients by Shin et al.,
70% of patients experienced pain and tenderness on the
lesion.”! Lin et al. reported that pain (60%) was the most
common features associated with EAH.

Tufted angioma presents as slowly expanding, mottled,
red-to-purple patches and firm plaques superimposed
with papules and nodules on neck, shoulders, trunk or
groins with pain, tenderness, and localized hyperhidrosis
and hypertrichosis. The usual age of presentation is during
infancy or childhood, with a majority of lesions arising
before the age of 5 years. Histologically, it is characterized
by multiple, discrete lobules of tightly packed capillaries in
a cannonball pattern within the dermis and sometimes in
subcutis.”’ The dermoscopic finding of tufted angioma is
skin-colored to light pink structureless areas.”

Eccrine spiradenoma commonly presents as a painful,
blue-colored, solitary nodule but may rarely present as multiple
nodules or in a linear or zosteriform pattern. Histopathology of
eccrine spiradenoma shows deeply basophilic stained, sharply
marginated lobules lying freely in the dermis. Two types of
epithelial cells are present — small cells with dark peripheral
nuclei and pale cells with central nuclei. A characteristic
appearance is the “blue balls” in the dermis.”) On dermoscopy,
eccrine spiradenoma shows a structureless pattern with blue
clods and a vascular pattern with serpentine, branched vessels.*!

Reactive angioendotheliomatosis present as multiple erythematous
or hemorrhagic macules, papules and plaques on trunk and
limbs. Systemic associations such as bacterial endocarditis,
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peripheral vascular atherosclerotic diseases, cryoglobulinemia,
liver and renal disease, antiphospholipid antibody syndrome,
amyloidosis, and sarcoidosis can be present. Histologically,
multifocal proliferation of capillaries with plump endothelial
cells is present in dermis and subcutaneous tissue.”

Kaposi sarcoma is a multifocal endothelial proliferation caused
by human herpes virus 8. Four main subtypes are classic
type, endemic, iatrogenic, and acquired immunodeficiency
syndrome-associated. Cutaneous lesions consist of dark blue or
purple patches, plaques, or nodules, usually in extremities, ears
or nose. Histologically, in the patch stage, there is a mild increase
in the number of vessels, arranged horizontally, dissecting
through the collagen bundles, around adnexa, and surrounding
preexisting vessels, along with lymphoplasmacytic infiltrate,
extravasated red blood cell, and hemosiderin deposition.
The plaque stage has vessels lined by plump endothelial cells
surrounded by spindle cells. In the tumor stage, there are
circumscribed masses of spindle cells with slit-like spaces.!'”!
Bluish-reddish coloration, multicolored areas showing various
colors of the rainbow spectrum, scaly surface, and small brown
globules are the dermoscopic findings in Kaposi sarcoma.!!

A final diagnosis of EAH was made based on the morphology
of the lesion, starch iodine test, dermoscopic, biopsy, and
immunohistochemistry findings. Treatment is indicated in
EAH if there is severe pain, excessive sweating, or progressive
growth, or for cosmetic concerns. Surgery is the treatment
of choice. An excisional biopsy may be curative for small
tumors but, a wider surgery may be needed for larger
lesions. Botulinum toxin, to control excessive sweating, and
polidocanol 1% (a sclerosing agent) injection into the vascular
component of the tumor are other treatment options.™?

CONCLUSION

To conclude, we report this case because EAH is a rare cause
of tender skin lesions. To the best of our knowledge, only
<100 cases have been reported in the literature. The older age
of onset, multiplicity of lesions, and absence of hypertrichosis
are other unusual features of this case. Since pain and
tenderness are common features of EAH, we suggest adding
EAH to the mnemonic “BLEND TAN EGG” and changing
it to “BLENDE TAN EGG?” There should be a high index
of suspicion about EAH if the skin lesions are reddish and
tender with associated localized sweating.
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