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ABDOMINAL PARACHORDOMA – A CASE REPORT
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Summary

We report a very rare case of abdominal parachordoma. Parachordoma is indolent in nature, grows slowly and it has 
occasional recurrence after 3 months to 12 years and rare metastases.

A 70-year-old female presented to our Department complaining of abdominal pain. Clinical examination showed a 
tumor mass in the pelvis and abdomen. Surgery was indicated. Histopathological and immunohistochemical analysis of 
resected tumor tissue confirmed the diagnosis of parachordoma with metastases in the sigma and omentum.
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ABDOMINALNI PARAKORDOM – PRIKAZ SLU^AJA

Sa`etak

Prikazujemo vrlo rijedak slu~aj abdominalnog parakordoma. Parakordom raste sporo, rijetko metastazira, a recidiv se 
mo`e pojaviti nakon 3 mjeseca do 12 godina.

Sedamdesetogodi{nja pacijentica primljena je na Odjel za ginekolo{ko-onkolo{ku kirurgiju Klinike za tumore KBC 
„Sestre milosrdnice“ zbog bolova u donjem dijelu trbuha. Klini~kom obradom dijagnosticirana je tumorska masa u zdjelici 
i trbuhu. U~injen je kirur{ki zahvat. Histolo{ka i imunohistokemijska analiza potvrdila je dijagnozu parakordoma s meta-
stazama u sigmi i omentumu.

KLJU^NE RIJE^I: parakordom, abdomen, metastaze

INTRODUCTION

Parachordoma is a very rare peripheral soft 
tissue tumor of unknown origin, with fewer than 
50 cases described in the English literature (1). The 
tumor initially mentioned as “chordoma peri-
phericum” by Laskowski in 1951, was later re-
named to parachordoma by Dabska (2) who re-

ported initial 10 cases in 1977. The tumor is usu-
ally circumscribed and firm with a variety of 
histological patterns which to some extent resem-
bles chordoma, but with a wider range of clinical 
appearance and specific cytokeratin immunophe-
notype (3). This tumor that typically occurs in the 
fourth decade of life is predominantly situated in 
the lower extremities and almost equally distrib-
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uted in men and women. Parachordoma is indo-
lent in nature, grows slowly and it has occasional 
recurrence after 3 months to 12 years and rare me-
tastases with 5 fatal outcomes reported so far (4). 
The surgical management usually includes wide 
resection.

PATIENT REPORT

A 70-year-old female patient presented with 
low abdominal pain of a 6-month duration. The 
patient had no other symptoms. Physical exami-
nation revealed a palpable mass in the lower ab-
domen. Tumor markers were within the limits of 
normal. Ultrasound and computed tomography 
detected a solid mass in the pelvis and abdomen. 
Surgical treatment was indicated. Intraoperative-
ly, we found a large tumor located in the lower 
abdomen with multiple adhesions to the colon. 
After careful detachment from the colon, the tu-
mor was found to have two nodules on the sigma, 
one of 5 mm and the other of 11 mm in diameter. 
The tumors were removed entirely. The omentum 
was consumed by multiple tumor nodules. Total 
omentectomy was performed. The uterus was 
closely attached to the tumor mass, and after ad-
hesiolysis, a total abdominal hysterectomy with 
bilateral salpingo-ovariectomy was performed.

The resected larger tumor measured 30x15 
cm. Serial slicing revealed extensive central ne-
crosis. Microscopically, the tumors consisted of 
epitheloid polygonal cells with eosinophilic, vari-
ably vacuolated cytoplasm. Nuclear mitotic fig-
ures were rare (1-3 on 10HPF). Immunohisto-
chemical analysis confirmed the diagnosis of 
parachordoma. All tumor cells showed positi-
ve reactions for vimentin, cytokeratin (CK) 8/18, 
S-100 protein, epithelial membrane antigen (EMA), 
type IV collagen and CD 99 as well as positive fo-
cal reactions for NSE and negative reactions for 
CK 1/10, 19, 20.

She checks up regularly. To this date, 12 
months after surgery, there has not been any evi-
dence of local or distant recurrence.

DISCUSSION

Parachordoma grows slowly, tends to have a 
local destructive nature and metastasizes rarely 

(six cases described so far). It was first reported in 
1951 as “chordoma periphericum” by Laskowski 
and it was later re-described and renamed to 
“parachordoma” by Dabska (2). Differential diag-
nosis often includes chordoma and extraskeletal 
myxoid chondrosarcoma (1) which was consid-
ered in the pathological specimens in this case. 
Unlike chordoma, the parachordoma reactivity to 
type IV collagen is much stronger as presented in 
our case as well. Chordoma usually shows CK 
1/10 and CK 19 that were both negative in the 
present immunohistochemical analysis. Extraskel-
etal myxoid chondrosarcoma was excluded since 
the epithelial markers EMA and CK 8/18 were 
positive. Since its first description, and in fewer 
than 50 cases reported (1), the tumor was mainly 
located in the lower (51.2%) and upper extremities 
(26.8%). The origin of parachordoma is still uncer-
tain; in the literature (5) it has been suggested to 
be of ectopic nests of notochord, Schwann or neu-
ron-related cells, specialized synovial cells and to-
tipotent mesenchymal cells.

In our case, the tumor had unusual multiple 
local metastases on the sigma and omental sur-
face. There have been six cases of metastases from 
parachordoma (6-11). Two of them (6, 7) belonged, 
according to the pathological finding, more to the 
chordoma tumor origin than to the parachordo-
ma. Limon et al. (8) reported a case with lymph 
node metastases in the chest wall, similar to a re-
cent report by Lococo et al. (9) who reported pul-
monary metastases after a three-month free period 
following local surgery of the left hip due to pri-
mary parachordoma. Abe et al. (10) presented a 
case of multiple metastases of the parachordoma 
primarily located in the calf. The patient died 32 
months after surgery despite radiotherapy and 
chemotherapy. Another metastatic behavior of 
calf primary parachordoma was noted in the 60-
year-old male who died after 4 months following 
the surgical treatment due to lung and brain me-
tastases (11).

CONCLUSION

Our patient report adds a new insight into 
the possible location of parachordoma and its ag-
gressive behavior presented with metastases in 
surrounding tissue, i.e. the sigma and omentum. 
Parachordoma should be considered as a locally 
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aggressive, low grade tumor with a possibility of 
metastatic development.
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