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CASE REPORT

A peculiar uncommon cutaneous neoplasia:
Angiosarcoma of the head and neck of the elderly
(Wilson Jones Angiosarcoma)
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A BSTRACT
Cutaneous Angiosarcoma of the elderly’s face is a rare and peculiar neoplasm with all its own clinical and morphological
characteristics. The observation of a classic case in the clinical presentation and morphology has offered the opportunity to revisit
this topic.
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1. I NTRODUCTION
A 85 years old man has few months erythematous patch on
the right cheek which has progressively expanded, reaching
the scalp and the preauricular region. Lesion continued to
expand despite various local therapies. Histological examination shows the dermal level numerous cavities with an
irregular lumen, sometimes wide, other times fissuriform
in which papillary vegetations often protrude. Lumen of
the cavities, as well as the axes of the papillary vegetations
are papered by plump endothelial elements, hyperchromatic.
These elements express intensely and extensively CD34 and
CD31. Further studies also showed positivity for podoplanin,
p53, c-myc, and negativity for HHV8. On the basis of
these elements, the diagnosis of "Well-Differentiated Cutaneous Angiosarcoma of the head and neck of the elderly"
is posed. Two aspects characterize this neoplasia: the localization to the cheek with extension to the scalp, to the
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retroauricular region and the neck, the advanced age of the
patient who is usually male. Wide variety of histological
aspects can be found both in the various neoplasms and in
those of the same tumor. From highly differentiated lesions
hemangioma/lymphangioma-like to classically papillary patterns, to solid poorly differentiated, epithelioid or spindle
cell. In these solid lesions the differential diagnosis from
carcinoma, melanoma, or atypical fibroxanthoma can be difficult.

2. C ASE R EPORT
A 85 years old man has a few months erythematous patch on
the right cheek, which has progressively expanded, reaching
the scalp and the preauricular region. Upon palpation, the
lesion is infiltrated and hardened. The tumor continued to
expand despite various local therapies (see Figures 1 a, b).
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Figure 1. (a) and (b). Erythematous area interesting the cheek, preauricolar, laterocervical region and the initial part of the
scalp

Figure 2. (a) Large irregularly shaped vascular spaces occupy a large part of the dermis (HE 40x); (b), (c), (d) vascular
cavities with intraluminal papillary vegetations (HE 120x).
An incisional biopsy of a cutaneous lozenge is performed.
The bioptic fragment is fixed in formalin and in paraffin embedded. Sections stained with Hematoxilyn-Eosin (HE) and
subjected to immunohistochemical investigation with CD34
and CD31 antibodies. Histological observation reveals the
complete integrity of the epidermal lining. The dermis, on
the other hand, appears to be dissociated by numerous cavities with an irregular lumen, sometimes wide, other times
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fissuriform in which papillary vegetations often protrude (see
Figures 2 (a), (b), (c) and (d)). The lumen of the cavities,
as well as the axes of the papillary vegetations, is coated
by plump endothelial elements, hyperchromatic, distinctly
atypical (see Figures 3 (a), (b), (c) and (d)). These elements
express intensely and extensively CD34 (see Figures 4(a)
and (b)) and CD31(see Figures 4 (c) and (d)). On the basis of these elements the diagnosis of “Well-Differentiated
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Cutaneous Angiosarcoma of the head and neck of the elderly” is made. The patient for further investigation and
treatment is admitted to the National Cancer Institute (INT)
in Milan (Italy), where the histological diagnosis is confirmed, and further validated with other immunohistochemical and biomolecular researches for podoplanin, HHV8, p53
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and c-myc; and subsequently treated only with gemcitabine
(1,000 mg/m2 i.v. every week for 3 weeks every 4 weeks).
No local radiotherapy (RT) treatment was performed. CXR,
CT of the head, neck and chest have been negative. The
patient was free of disease at the 15-month follow-up.

Figure 3. (a), (b), (c), (d) Plump and atypical endothelial cells delimit the lumen of the vascular cavities (HE 120x).

Figure 4. (a), (b) CD 34 (40x); (c), (d) CD31 (40x).
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fibroxanthoma can be difficult.[5, 6, 9] For these tumors, the
literature reports the following immunohistochemical panel
(Erg +, claudin 5 +, vimentin +, CD31 +, FL1 +, D2-40 +,
VEGFR variable, Keratin variable, CD34 +/-, prox 1+/-, vWF
-/+, EMA - and S-100 -).[7, 11, 12] In this particular neoplasia
to date, no characteristic chromosomal aberration has been
signaled. According to Manner et al. in post-irradiation skin
angiosarcomas or associated with lymphedema, an amplification of the MYC gene would occur, which would not occur
in primitive angiosarcomas.[8, 10] Requena et al. confirmed
that experienced the MYC amplifications in angiosarcoma,
as detected by either FISH or immunohistochemistry, they
are much more widespread in angiosarcomas than originally
suggested by Manner J. Remarkably, so far, almost all of our
facial and scalp angiosarcoma cases have stained positive
for MYC. We, therefore, suggest including immunohistochemical MYC staining in any diagnostic vascular antibody
panel. Immunohistochemical MYC staining is qualitatively
equivalent to analogous FISH.[3]

In 1964 Wilson Jones described in detail this particular cutaneous angiosarcoma variant which is characterized by its particular clinical presentation.[1] Two aspects characterize this
neoplasia: the localization to the cheek with extension to the
scalp, to the retroauricular region and the neck, the advanced
age of the patient who is usually male.[2] The tumor begins
as an erythematous macula which progressively extends in a
centrifugal manner giving the skin an edematous consistency.
As the lesion progresses, the color pass through violet to
bluish assuming sometimes the appearance of a hematoma.
The plaque is progressively hardened and nodules may appear in its context and undergo ulceration. The centrifugal
progress of the neoplasia is often very rapid so that in a
short time the whole cheek is occupied.[3] Histopathological investigation reveals the neoformation is more extensive
than would appear on clinical examination.[4] From highly
differentiated lesions hemangioma/lymphangioma-like to
classically papillary patterns, to solid poorly differentiated
epithelioid or spindle cell. In these solid lesions the dif- C ONFLICTS OF I NTEREST D ISCLOSURE
ferential diagnosis from carcinoma, melanoma, or atypical The authors declare that they have no competing interest.
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