A 2.5-year-old otherwise healthy boy presented to
our department with an asymptomatic skin lesion
originating from his left buttock since birth. The
lesion had started as a small plaque 2.5 years back
and later became progressive and advanced over the
past 2 years. The general condition was good without
any sign of growth retardation or developmental delay

Figure 1: Firm reddish-brown plaque with mottled appearance on
the lateral aspect of left buttock

Reddish-brown plaque on the left buttock

and there was no improvement with previous topical
treatment such as steroid.

Physical examination showed a well demarcated
reddish-brown plaque measuring 3.5 X 3.5 cm size
on the left buttock. The lesion was firm and tender
on palpation and hypertrichosis overlying its surface
was noticed on close examination [Figure 1]. Review
of systems was unremarkable. Complete blood cell
count with differential and platelet count were all
within normal limits. A skin biopsy was obtained for
the histological examination [Figures 2 and 3].

HISTOPATHOLOGY

Histopathologic  examination showed multiple
separated discrete lobules within the dermis giving
rise to cannonball appearance reaching the subcutis.
Each of these consisted of dilated thin-walled vascular
channels forming in tufts, lined by enlarged fusiform
endothelial cells filled by few RBCs. Epidermis was
normal looking and no inflammation or mitotic
activities was seen [Figures 2 and 3].

WHAT IS YOUR DIAGNOSIS?

and subcutaneous tissue (H and E, x20)

cells, without mitosis and atypicality (H and E, x40)
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Net Quiz

Answer
Diagnosis: Tufted angioma

DISCUSSION

Tufted angioma (TA) also called angioblastoma of
Nakagawa is a rare, benign vascular tumor first
described in 1949. Subsequently it was described
in 1971 by MacMillan and Champion as progressive
capillary hemagioma. In 1976, in a report of 10 cases
of similar pathology, Jones labelled them as tufted
angioma. More than 200 cases have been reported,
mainly in the Japanese literature and malignant
transformation has never been described. About
15% of cases have a congenital occurrence and may
appear at birth but about 50% occur during the 1 year
of life and a great majority appear under 10 years of
age. Although in most report, TA involves both sexes
equally,**'but in the largest series of childhood tufted
angioma to date by Osio et al.,? male sex was clearly
predominant (9 of 13 patients/69%).”! Acquired TA
has also been reported in adults.

The lesions are mainly seen on the neck, upper part
of the chest or shoulders, but may affect proximal
portion of the limbs, face or scalp.% TA presented
with macules or plaques which enlarge progressively
and then become more or less stable. Surface of the
lesion may have a mottled appearance.” Occasionally
the lesions start or persist as small violaceous
papules.[ 1t develops slowly and sometimes overlying
hypertrichosis and hyperhidrosis are seen.’” Tufted
angiomas are usually asymptomatic but occasionally
patient may have pain or tenderness on palpation.
Presence of tenderness, overlying skin hypertrichosis
and induration can be a useful clue in differentiation
of TA from ordinary hemangioma.’ Despite its
benign nature, TA can cause functional disability due
to painful extensive involvement of the skin.!”

The patients with TA may occasionally undergo
complications with a serious even life threatening
platelet trapping Kasabach Merritt syndrome (KMS)
which is a thrombocytopenic coagulopathy due to
sequestration of platelet and coagulation factors
within vessels of tumor.*! The frequency of KMS in
TA is uncertain, but regarding the evolution of TA it
may be advisable to obtain at least a complete blood
cell count. Importantly, platelet count of less than
1,50,000/ul should prompt a more extensive evaluation

for coagulopathy.” Clinical pattern which explained
chronic coagulopathy is flare of TA (infiltrating,
inflammatory, and painful mass) associated with
laboratory evidence of coagulopathy (defined by low
fibrinogen level, high D-dimer level, and increased
fibrin degeneration products) and a normal platelet
count. Despite clinical improvement in the tumor, low-
grade chronic consumptive coagulopathy may persist./

Histopathologically, tufted angiomas are composed
of lobules or tufts of tightly packed endothelial cells
and capillaries with a characteristic cannonball
pattern particularly in reticular dermis. There are
no inflammatory cells and extension to superficial
subcutis sometimes occur.®*Y  Distinguishing TA
from kaposiform hemangioendothelioma (KHE) is
challenging because of the morphologic and
histopathologic similarities.’» Importantly, specific
marker GLUT1 in infantile hemangiomas never stains
invasculartumorssuchas TA."? Additionally, nowadays
it has been shown that immunohistochemical
biomarker Prox-1 is helpful in confirming the
diagnosis of TA/KHE and distinguish it from infantile
hemangioma and pyogenic granuloma.*?

The other differential diagnosis include infantile
hemangioma, congenital hemangioma, vascular
malformations, KHE, Kaposi’s sarcoma and juvenile
capillary (strawberry) angioma.?711

Interestingly, TA that appear at birth or in the first
year of life have a greater tendency to spontaneous
regression than those that are present later in life.”
Treatment options for TA are diverse. There is no
standard therapeutic guideline for TA and choice
of treatment varies from one patient to another.
Eventually, because of the great tendency for
spontaneous regression especially in early childhood,
the best option is observation and careful follow-up to
detect complications such as KMS.?” For the lesions
that cause organ dysfunction or life threatening KMS
or if symptoms are severe; treatment is recommended.
Treatment options include: compression therapy,
high dose of systemic corticosteroids, vincristine,
embolization,  surgical removal (choice for
noncongenital small lesions), IFN o (in cases that are
refractory to systemic corticosteroids), cryosurgery,
pulse dye laser, chemotherapy or radiotherapy.!*¢7:1%
Potent topical steroids have been used for reduction
of pain. Recurrence of TA after surgery have been
described.>**]
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