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To the Editor;

Parachordoma, first described by Laskowski in 1951,
is arare tumor of soft tissue. Few than 100 cases have
been reported in the literature. In 1977 Dabska M.
collected 10 cases of parachordoma and he described
it as a slow growing, locally invasive tumor." Since
then, metastatic cases have been described but they
are also so rare. In this report, we present a case of
parachordoma with an agressive nature, rapidly me-
tastasizing to bone, lung and intraabdominal organs.

A 49 year-old male presented with a painful right in-
guinal mass progressively enlarging in the previous
2 months. Physical examination showed a 10 centim-
eters mass in groin extending towards symphisis pu-
bis. The excisional biopsy was performed. All tissue
samples were fixed in 10% neutral-buffered formalin,
processed routinely, and embedded in paraffin. Then,
standard 4 micrometer-thick sections were obtained
from all blocks and stained with H&E for the light
microscopic evaluation. Furthermore, sections from
representative blocks were pretreated by heat for an-
tigen retrieval and stained against vimentin, EMA,
S-100 (Novocastra, 1:100), and CK 8/18 (Santa Cruz
Biotech, 1:150) primary antibodies. The tumor was
unencapsulated but well-circumscribed macroscopi-
cally. Its cut-surface was glistening and had a rather
fragile consistency. Microscopy revealed that the tu-
mor was composed of chords and chains of the rela-
tively uniform, eosinophilic cells in a myxoma-like
stroma. Immunohistochemically, the neoplastic cells
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were highlighted by vimentin, EMA, S-100 protein,
and CK 8/18 (Figure 1). Based on the clinical, mor-
phological and the immunophenotypical features, a
diagnosis of parachordoma was made.

The patient was followed without an adjuvant ther-
apy. Four months after resection, the patient re-
lapsed with a mass in the right spermatic cord. With
ultrasonography a lobulated solid lesion was noted
in right spermatic cord. Tru-cut biopsy was consist-
ent with parachordoma. Right spermatic cord exci-
sion and right orchiectomy were performed. The
histopathologic and immunhistochemical examina-
tion confirmed the diagnosis of parachordoma. Two
months after the second operation, the patient pre-
sented again with right hip pain. Magnetic resonance
imaging showed a lesion on the head of the right fe-
mur. Due to absence of metastasis in other parts of
the body, palliative radiotherapy was the only modal-
ity for tumor control. Pain improved with radiation.

At the 10th month of follow up, a 6Xx5 cm mass in
the inferior lobe of left lung and 4x3 cm lesion in
the right hilum were encountered. Positron emission
tomography demonstrated pathological uptake at
mediastinal lymph nodes, left ischium, in a nodule
in the right inferior lobe of the lung and left pleural
effusion. Other parts of the body were free of meta-
bolic activity. Bronchoscopic biopsy confirmed the
diagnosis of parachordoma. The tumor was resected
grossly including the pericardial invasion.

doi: 10.4999/uhod. 15333 139



Tnternational Journal of Hematology and Oncology

T
TR

T
%
.4
o

v

Y, -

22, [l i
Vimentin |§ f-' i
L ITCnTin |

b ) r

Figure 1. The figure shows the histopathological and the immunophenotypical features of the tumor. Both the primary site, which was
right inguinal region (a and b), and the pulmonary metastases (c and d) look alike histologically. Bland and uniform-looking eosinophilic
cells form chords, chains and small islands in fairly loose interstitial matrix reminiscent myxomatous tumors. Neoplastic cells express
vimentin, epithelial membrane antigen (EMA), S-100 protein and cytokeratin 8/18 (bottom-two rows).
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Two weeks after the operation patient started to
complain about his back and right hemithorax pain
which was refractory to narcotic analgesics. A new
computerized tomography showed, 18x12 mm le-
sion in the liver, intraabdominal lymph nodes and
7.7x5.5 cm lesion in abdomen infiltrating right
adrenal gland and aorta. The rapidly progressing
parachordoma was treated with adriamycin 20 mg/
m*week with palliative intent. After 6 courses
of therapy, symptoms improved but disease pro-
gressed radiologically. Also during this chemo-
therapy period the patient had a thoracal imaging
with MRI for his back pain. An expansile lesion on
T4 spinal process was determined and local radio-
therapy was applied.

The patient was followed with palliative radiother-
apy and narcotic analgesics. The progression under
adriamycin therapy conveyed the treatment modal-
ity to imatinib mesylate (800 mg/day P.O.) which
was continued for 4 weeks. Under palliation and
Imatinib therapy, the patient progressively deterio-
rated and cholestasis ensued. The rapidly progress-
ing tumor was refractory to palliative management
such as external biliary drainage. The patient died
as result of hepatic and cardiovascular insuffcien-

cy.

Although its histolojical origin is unknown, there
are various theories that parachordomas are re-
lated with chordomas, extraskeletal myxoid chon-
drosarcomas and myoepitheliomas. World Health
Organization has classified parachordomas in the
same class as mixed tumors and myoepitheliomas
in 2002.2 However parachordoma is thought to be
a possible low grade sarcoma because of the small
number of cases with only limited follow up in-
formation.

Histopathologically, parachordomas are circum-
scribed but unencapsulated masses that were com-
posed of cords and chains of polygonal, eosinofilic
cells in a myxoid stroma. Tumor cells are predomi-
nantly rounded eosinophilic cells arranged in short
cords and chains. Some tumor cells are multivacu-
olated like physaliferous cells. Nuclear atypia
varies from mild to moderate and mitoses are
rare. Immunhistochemically; parachordomas are
positive for CK 8/18, ephitelial membrane antigen
(EMA), S-100 protein and vimentin. Unlike chor-
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domas, parachordomas are negative for CK 1/10.
Also parachordomas show a nestlike patern of type
4 collagen. Chordomas are strongly positive for
CK 8/18, CK 1/10 and vimentin. Like mentioned
above two tumors can be distinguished by their CK
1/10 affinity. In differential diagnosis extraskeletal
myxoid chondrosarcomas are negative for all cy-
tokeratins.>* In our case the tumor was composed
of chords and chains of the relatively uniform,
eosinophilic cells in a myxoma-like stroma and
the neoplastic cells were highlighted by vimentin,
EMA, S-100 protein, and CK 8/18.

The analysis of the cases reported in literature
shows that parachordoma is generally a pathology
of younger population, mostly under 30 and more
commonly occurs in male patients. Extremities are
the most commonly reported tumor site. Rarely
gastric mucosa, chest wall, cranium and retrop-
eritoneum have been described as primary sites.
Usually an indolent nature, slow growth and occa-
sional late recurrence have been reported. Its meta-
static potential is poorly defined and there are few
than 10 metastatic cases in the literature.”'* Recur-
rent and metastatic presentation differs in these
few cases and time to progression takes months to
years. Most metastatic patients are adults over 40
year of age. The experienced metastatic sites are
usually lung, bone, brain, subcutaneous tissue and
regional lymph nodes. Clinical approach generally
involves palliative maneuvers.

Our patients features were similar with the litera-
ture experience of metastatic cases regardings age
and clinical agressivity. However hepatic and in-
traabdominal metastasis observed in our patient
have not been reported previously. Intraabdominal
recurrence within months after surgical approach
and refractory nature to cytotoxic therapy was
challenging.

Systemic treatment experience is limited in meta-
static cases and the results are not encouraging.
Guedes et al reported refractoriness to ifosfamide
and etoposide combination.’ Abe et al. reported in-
effective adriamycin based combination therapy in
metastatic parachordoma.” Gemcitabine-docetaxel
combination experience in neoadjuvant setting was
again useless.® The subjective response couldn’t be
supported with radiological imaging in our case
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and further clinical deterioation changed the ther-
apy. A case of adjuvant imatinib following lung
metastasis resection was reported previously'® but
our patient progressed rapidly under imatinib treat-
ment and died in 5 weeks.

In summary, although parachordoma is generally
expected as an indolent and rarely metastatic neo-
plasm, the close follow up after surgery is crucial.
No active systemic treatment exist for metastatic
disease. Periodical lung and bone imaging may
help to detect early recurrences and provide early
surgical intervention. To clarify the nature of this
rare pathology, further experience with large num-
ber of cases is needed.
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