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SUMMARY

Chordomas are slowly growing malignant tumors
arising from hotochordal rests. We report a case of
sacrococcygeal chordoma treated by sacral rescciion
through posterior appiouch.
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INTRODUCTION

Retrorectal tumors arc uncommon lesions. Chordo-
ma is a low grade retrorectal tumor arising from the
rests of the foetal notochord (1). Their anatomical lo-
cation may commonly lead to difficulty in diagnosis.
In this paper, a case of sacrococcygeal chordoma is
presented and the literature reviewed.

CASE REPORT

A 45 years old female patient was admitted to Mar-
mara University Hospital with a seven months’ his-
tory of a growing mass in the sacrococcygeal area
and lowback pain. There was no urinary or bowel
dysfunction. Physical examination revealed a 6x6
cm palpable mass in the sacrococcygeal region with
normal abdominal findings. On rectal examination
the tumor was also palpable as an extrinsic mass be-
hind the posterior rectal wall. Laboratory investigati-
ons showed a normal blood picture and hepatorenal
function. Contrast-enhanced CT scan of the pelvis re-
vealed a large midlinc soft tissue mass about 7 cm in
diameter that destroyed the coccgeal and sacral bo-
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nes up to S2 level (Fig.l). On exploration, using a
midlinc sacral incision in the prone jack-knife positi-
on a well-circumscribed, encapsulated mass was fo-
und. The gluteus maximus muscle was infiltrated
with tumor tissue on the right side and resected with
the tumor and then the sacrum was transected at the
level of the S2-S3 interspace. After direct repair of
the gluteal muscles skin was closed with a closed suc-
tion drainage. There was no blood loss requiring blo-
od transfusion. The patient was discharged on the
eighth day after an uneventful postoperative period.
Postopcrativcly 5000 cGy radiotherapy was given to
the patient in divided doses.

Figure 1: Computerized tomographic appearcnce
of the sacrococcygeal chordoma
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On histopathologic examination, grossly, the speci-
men was gelatinous, soft and encapsulated, the cut
surface revealed areas of hemorrhage and necrosis.
Histologic sections were stained with H.E., Alcian
Blue pH 2.5 and periodic acid-schift. Microscopi-
cally, the tumor was composed of cell cords and lo-
bules seperatcd by an extensive amount of myxoid
intercellular matrix. Some of the tumor cells were
large with vacuolated cytoplasm and prominent vesi-
cular nucleus (known as physaliferous cells) where
as other tumor cells are small, with small nuclei and
no visible nucleoli (Fig. 2).

DISCUSSION

While some authors consider this a primary bone tu-
mor, chordoma usually is classified as a congenital
tumor (2, 3). They occur most commonly in adults
(50 to 60 years old) and are mainly located in sacro-
coccygeal or spheno-occipital regions (85%). Anot-
her main localisation is the cervical spine (1). The
most common symptom is pain whidi characteristi-
cally aggravetes by silting or symptoms due to comp-
ression of the surrounding viscera may be encounte-
red (3,4).

Figure 2: Tumor cells with large vacuolated cytop-
lasm (physaliferous cells) are seen within myxoid
matrix. H.E.x 80

Radiologically direct x-iays may display the charac-
teristic signs associated with chordoma namely oste-
olysis and soft tissiue opacity. In the preoperative sta-
ging radiodiagnostic techniques including barium
enema and urography are not reliable for definition of
margins and soft tissue involvement. Computed to-
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mography (CT) or nuclear magnetic resonance
(NMR) is indicated when radical surgery is planned.
As in our patient CT may reveal muscle infiltration
but usually the rectum is preserved. Pla/a et al. (5),
emphasized the importance of fine needle aspiration
biopsy (FNA) which excludes the other more com-
mon neoplasms arising from this area (c.g., chondro-
sarcomas, liposarcomas). Because of the similar
cytologic appearances of these tumors and the brevity
of the FNA biopsy experience with chordomas, Jao et
al. (4) pointed out that preoperative biopsy is unne-
cessary in patients about to undergo resection. During
surgery the sacrum must be sectioned en block with
the tumor based on the preoperative investigations.
The division of the muscles must be performed on a
safe distance, as chordoma has a tendency of invasi-
on. Sacrococcygeal chordoma is considered operable
when the cranial margin of the lesion Lscontained un-
der or through the second sacral vertebra (6). Resecti-
ons as high as S1-S2 interspace have been done suc-
cessfully without any urinary or stool incontinence.
Care should be given to preserve the S1and S2 roots
for a full continence. In our patient full urinary and
stool continence was achieved after resection at the
S2-S3 interspace. Special care was given to resect the
infiltrated gluteus maximus muscle on the right si-

de.

On macroscopic examination, the tumoral tissue has
mucoid a appearance and histologic examination ge-
nerally reveals lobules of epithelial appearing cells
surrounded by acid mucosubstanccs. They arc surro-
unded by argyrophylicrim due to pericellular con-
densation of intercellular matrix , well viewed on
electron microscopy. Cells contain glycogen and ne-
utral mucosubstanccs. Chordoma cells express epit-
helial differentiation antigens (low mollccular we-
ight cytoccratins, EMA, CAM 52, HFM 62 even
CEA), vimentin and S-100 protein. This triple positi-
vity allow differentiation between chordomas and
numerous other tumors (7,8). Chordomas are relati-
vely chcmoresistant but cisdichlorodiammincplati-
num, vinblastin, bleomycin (PVB) regimen has been
found to be beneficial (6). The role of radiotherapy
(RT) is still controversial (9) because of the absence
of well controlled studies but it seems to be effective
as an adjuvant or palliative measure. While studies
indicate reduced local rccurrance rates after RT our
patient received 5000 cGy postoperatively.

The prognosis for chordoma varies greatly. Moreo-
ver, cytohistologic features have not yet proved to ha-
ve any prognostic value. Gray et al. (10) noted that
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avarage survival was 5.7 years, while Azzarelli et al.
(6) gives 11 years with a possible survival up to 15 ye-
ars. Local recurrences occur frequently. A chordoma
patient should be followed up to 10 years since late
local recurrences are not uncommon (11). Our pati-
ent is free of any symptoms or signs of recurrence in
the first postoperative year.
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