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INTRODUCTION
Chordomas are rare primary bone tumors that

originate from the notochord remnants. This embry-
onic structure is a cord of cells that retrogrades,
thereby putting pressure on the spine and causing
malformation. Chordomas are observed on the axial
axis, mainly in the sacrococcygeal region. They are
slow-growing tumors with a tendency to recur,
presenting an aggressive clinical course frequently
associated with metastasis.1,2 Skin and subcutaneous
tissue involvement is unusual but may eventually
occur as a result of local infiltration and/or
metastasis.3,4

Here, we present the case of a 60-year-old
man diagnosed with chordoma in the gluteal
region associated with bone, lung, and skin
metastases.
CASE REPORT
A 60-year-old man with metastatic chordoma

affecting the lungs, bones, and skin was referred to
the dermatology department for evaluation of the
nodules growing on his scalp and right arm. Five
years earlier, he had been diagnosed with chordoma
of the right gluteus. The patient had extensive
surgical resection of the initial gluteal tumor, fol-
lowed by adjuvant radiation and chemotherapy. One
year later, metastases developed in the bones, lungs,
and, subsequently, skin.

On initial examination, the patient presented with
multiple firm, pink, translucid, widely distributed
nodules, mainly on the gluteus and right arm,
followed by the scalp, neck, face, and back (Fig 1).
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Dermoscopic examination showed multiple tu-
mors with branched vessels over a yellow-white
background (Fig 2).

Histologic assessment showed that the lesions
were composed of large neoplastic pleomorphic
cells (physaliphorous cells), with vacuolated peri-
odic acideSchiffepositive cytoplasm and prominent
vesicular nuclei withmild atypia. The neoplastic cells
seemed to be organized in cords and lobules
separated by fibrous septae within a mucoid inter-
cellular matrix. Tumor cells were positive for cyto-
keratin AE1/AE3 and EMA (Fig 3).

After metastases developed, treatment with suni-
tinib was initiated, with partial response. However,
after 35months of treatment, the progression of brain
metastasis caused the patient’s death.
DISCUSSION
Chordoma is an extremely rare aggressive tumor.

Half of these tumors are located in the sacrococcy-
geal area, although they can also be found in the
sphenooccipital region of the skull and along the
spine.1

They generally appear between the ages of 40 and
70 years and are more common in men than women.
In childhood, they are rare, but they tend to be more
aggressive if they do occur.1,2

Metastasis frequency varies between 3% and 48%
and usually occurs several years after the initial
diagnosis. Usual metastasis sites include the lungs
(52%), liver (23%), lymph nodes (20%), and bone
(16%). The skin as a primary tumor location not
typical, usually occurring only by contiguity or
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Fig 1. Multiple firm, translucent, nodular tumors in the
right arm.

Fig 2. Dermoscopy showed branched vessels on a
yellow-white background.

Fig 3. Eosinophilic pale polygonal cells with variable
vacuolar presence, most centrally located. Characteristic
finding: physaliphorous cells. H&E; original magnification,
320.
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metastasis, both of which are termed chordoma cutis
in the literature.1,3

Clinical manifestations are nonspecific, typically
presenting as mucoid translucid nodules with a firm
consistency and a pale, reddish brown or bluish
color,5 as we observed in our patient. With dermo-
scopy, we found focused linear vessels on a trans-
lucent yellow-white background.

On microscopic examination, we observed a
multinodular organization, analogous to cartilagi-
nous tumors. Tumor cells are cohesive, organized in
networks, cords, or nests, often surrounded by
abundant mucin. Physaliphorous (‘‘bubbly’’) or
signet-ring cells, which are characteristic and
strongly suggestive of chordoma, are occasionally
identified.2

Regarding immunohistochemical profile, chordo-
mas express cytokeratins AE1/AE3, CK8/18, and
CK19. EMA and S100 protein are almost always
expressed. Brachyury is currently the most useful
marker for the diagnosis of chordoma.6 In our case,
brachyury was not performed; however, positive
markers for cytokeratins AE1/AE3 and EMA
confirmed the clinical suspicion and allowed differ-
ential diagnosis from other tumors with similar
histologic features.

Surgery is the treatment of choice, but it may be
complicated by vessel and nerve involvement.
Therefore, aggressive surgical excision followed by
radiation represents the best long-term therapeutic
option.1

Cytotoxic chemotherapy is not recommended
because it has not yet proven beneficial.7

Potentially relevant therapeutic targets have been
identified for chordoma, including platelet-derived
growth factor receptor inhibitor (imatinib),
epidermal growth factor receptor inhibitors (cetux-
imab, gefitinib, erlotinib), mechanistic target of
rapamycin inhibitor (sirolimus), and multitarget in-
hibitor (sunitinib). However, the inhibition of several
of these targets has shown a partial response, and the
5-year survival rate for chordoma is 51%1,8,9; hence,
new treatment strategies are needed for these
patients.

Multiple distant cutaneous metastases, as seen in
our patient, are relatively infrequent. Taking this into
consideration, new cutaneous lesions appearing in
patients with a history of chordoma should lead to a
high index of suspicion of cutaneous metastasis;
dermoscopy can be a beneficial tool in the early
diagnosis of these tumors, thereby affecting the
outcomes for these patients.
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