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Generalized multinucleate cell angiohistiocytoma with 
involvement of  palms and soles: An unusual manifestation
Sir,
We describe a case of a Thai male diagnosed with generalized 
multinucleate cell angiohistiocytoma, along with lesions presenting 
on palms and soles. Such a case has not been documented in the 
literature yet.

A healthy 42‑year‑old male presented with an 8‑year history of 
multiple disseminated asymptomatic lesions on his trunk and 
extremities. The lesions began on his trunk which subsequently 
spread to the upper and lower extremities. Physical examination 
showed multiple dark‑red‑to‑violaceous, dome‑shaped papules of 
varying size, with a smooth surface, scattered on the trunk, arms 
and legs, including palms and soles [Figures 1 and 2]. The lesions 
developed slowly over the years with partial regression of some 
lesions. Rest of the physical examination was unremarkable. 
The initial clinical impressions were multiple angioma, multiple 
eruptive dermatofibroma, eruptive microvenular hemangioma and 
Kaposi’s sarcoma. Biopsy from the lesion on his back demonstrated 
proliferation of thick‑walled small blood vessels in association 
with scattered stellate fibroblasts, bizarre shaped and angulated 
cytoplasm of multinucleate giant cells, infiltrate of lymphocytes 
and plasma cells in the entire dermis  [Figure  3]. Overlying 
epidermis also showed hyperplasia and hyperpigmentation. 
Immunohistochemically, vascular endothelial cells expressed 
vimentin and CD34. Mononucleated spindle cells expressed 
vimentin and factor XIIIA but not CD68 and estrogen receptor. 

Figure 1: Multiple scattered dome‑shaped erythematous to violaceus papules 
on trunk and extremities

Multinucleate cells were positive for vimentin  [Figure  3], but 
negative for factor XIIIA, CD68 and estrogen receptor. HHV‑8 
stain was also negative. The final diagnosis of generalized 
multinucleate cell angiohistiocytoma was made. There was 
no evidence of other systemic disease. The patient was lost to 
follow‑up.
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for factor XIIIA and CD68 and are occasionally positive for vimentin 
and MAC387. The endothelial cells stain positively for vimentin, 
CD34 and factor VIII. A recent study also reported estrogen receptor 
alpha expression in multinucleate cell angiohistiocytoma, particularly 
in interstitial and perivascular spindle cells, and occasionally in 
multinucleate cells.4 We found that the multinucleate cells do not 
stain with antibodies against factor XIIIa and CD68, which has been 
consistently reported in previous studies and might be related to their 
functional alteration or degeneration.1

Multinucleate cell angiohistiocytoma may be mistaken for other 
vascular proliferation or reactive conditions. The clinical differential 
diagnosis of multinucleate cell angiohistiocytoma includes 
dermatofibroma, microvenular hemangioma, angiofibroma, early 
Kaposi’s sarcoma, and pseudo‑Kaposi  (acroangiodermatitis). 
Some can mimic granuloma annulare, lichen planus and 
even lymphocytoma.5 For generalized multinucleate cell 
angiohistiocytoma, the differential diagnosis includes eruptive 
microvenular hemangioma, generalized eruptive histiocytoma, 
eruptive leiomyomas, eruptive dermatofibroma, lymphomatoid 
papulosis, papulonecrotic tuberculid, leukemia and lymphoma with 
cutaneous involvement.3

Multinucleate cell angiohistiocytoma has a benign course. The 
lesions show slow increase in size and number over the years. They 
generally persist indefinitely, although spontaneous regression 
was occasionally observed.1 Most investigators have suggested 
an inflammatory or reactive process rather than a neoplasm. The 
ultrastructural morphology of multinucleate cells in combination 
with the positive immunohistochemical stain for vimentin and 
negative for monocyte‑macrophage markers provide evidence for 
a fibroblastic origin, which is consistent with our finding revealing 
immunohistochemical expression of only vimentin in multinucleate 
cells.3 Treatment is not generally recommended except for aesthetic 
reasons or for disseminated cases. In addition to surgical excision, 
successful treatment options are argon laser, carbon dioxide laser, 
cryosurgery, intense pulse light and pulsed‑dye laser.3

Declaration of patient consent
The authors certify that they have obtained all appropriate patient 
consent forms. In the form, the patient has given his consent for his 

Figure 2: The papules on palms and soles

Figure 3: Epidermal hyperplasia and hyperpigmentation with proliferation 
of thick‑wall small blood vessels (H and E, ×100). Multinucleate cells with 
bizarre shaped and angulated cytoplasm (H and E, ×400, left inset), highlighted 
by vimentin (×400, right inset)

Multinucleate cell angiohistocytoma was first described by Smith 
and Wilson‑Jones in 1985. Since then, less than 150  cases have 
been reported in the literature with a female predominance.1 
It is a benign vascular proliferation of unknown pathogenesis, 
characterized by multiple, firm, circumscribed, red‑to‑violaceous 
papules often grouped on an anatomic area, particularly the 
limbs, in middle‑aged to elderly woman. The lesions develop 
more frequently on the dorsal part of the hands or wrists. Less 
commonly, they occur on the face including eyelids and lip, 
mucosa and trunk.1 Usually asymptomatic, some papules may be 
pruriginous. Linear, bilateral and generalized distribution have 
also been described.2,3 We found only 12 previous case reports 
of generalized multinucleate cell angiohistiocytoma.3 It may 
be underdiagnosed owing to under‑recognition by clinicians 
and pathologists. Our case also demonstrates the exceptional 
presentation on palms and soles. In generalized multinucleate 
cell angiohistiocytoma, no associations with other cutaneous or 
systemic disease have been reported.

Histology shows increase in dermal vessels, with prominent endothelial 
cells and enlarged lumina. The dermal collagen bundle can be 
thickened. Numerous spindle‑shaped cells and multinucleate cells of 
bizarre shape and angulated cytoplasm are located within the dermis. 
A  perivascular infiltration consisting of lymphocytes, occasional 
plasma cells and neutrophils can be present. Epidermal hyperplasia 
and hyperpigmentation may be present. Immunohistochemical 
finding are variable depending on the cases reviewed. Multinucleate 
cells tend to be positive for vimentin, variably positive for CD68 and 
occasionally factor XIIIa. Mononucleated spindle cells are positive 
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images and other clinical information to be reported in the journal. 
The patient understand that name and initials will not be published 
and due efforts will be made to conceal identity, but anonymity 
cannot be guaranteed.
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Ashy dermatosis, lichen planus pigmentosus and pigmented 
cosmetic dermatitis: Are we splitting the hair?

All three entities share several features  –  varying shades of 
brown‑to‑slate‑gray macular hyperpigmentation without antecedent 
inflammatory lesions on the face, trunk and upper limbs [Figure 1]; 
and thinned epidermis, pigment incontinence and basal cell 
vacuolization on histopathology  [Figure  2]. Even the patient 
profile is similar  –  young‑to‑middle‑aged females with dark skin 
complexion are preferentially affected. Bhutani considered ashy 
dermatosis and pigmented cosmetic dermatitis to be the same 
disease as lichen planus pigmentosus, but this view is not shared 
by all.[5,6]

In a clinicopathological study of ashy dermatosis and lichen 
planus pigmentosus, patients with ashy dermatosis  (n  =  20) 
were described as having symmetrical asymptomatic blue‑gray 
macules with an erythematous border, where as patients with 
lichen planus pigmentosus (n = 11) had pruritic, darker macules 
without the active red border. Histological differences were 
not significant.7 Notably the erythematous halo, described 
as a characteristic feature of ashy dermatosis and the primary 
differentiating feature, was absent in 60% of patients with 
ashy dermatosis. Further, the authors do not state what “gold 
standard” was used to reliably distinguish between these two 

Sir,
What’s in a name? That which we call a rose

By any other name would smell as sweet
‑William Shakespeare, Romeo and Juliet

The first description of ashy dermatosis is credited to Ramirez of 
El Salvador in 1957 who termed these patients Los cenicientos, 
meaning the ashen ones.1 It was later called “erythema 
dyschromicum perstans” to highlight the erythematous halo around 
pigmented macules.2 In the 1970s, Bhutani et al. gave a detailed 
account of a similar disease presenting as brown‑to‑slate‑gray 
macules on the face, trunk and flexures of Indian patients. The 
histopathology showed pigment incontinence, accompanied 
by interface dermatitis in some cases. It was considered a 
macular variant of lichen planus and was termed “lichen planus 
pigmentosus.”3 Around the same time, another pigmentary 
disorder was described in Japan by Nakayama et al. by the name 
of “pigmented cosmetic dermatitis,” now also known as Riehl’s 
melanosis, and cosmetic allergens were implicated in causing the 
pigmentation.4 Ever since, existence of these disorders as distinct 
entities or as variants of the same disease has been a topic of 
incessant debate.
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