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A 56-year-old male patient presented by a gradually progressive 
course of lower back pain, burning sensation of both lower limbs 
followed by urinary incontinence. The past history was 
irrelevant. X-ray of lumbosacral region revealed sacral osteolytic 

lesion with an associated soft-tissue mass. Non-contrast 
computed tomography of lumbosacral spine revealed a large 11 
cm × 8 cm × 12 cm lobulated mass of the sacrum filling the sacral 
canal and having pre- and retro-sacral extension. The patient 
underwent maximal possible excision of sacral mass in 
December 2018 and the post-operative pathology revealed 
chordoma. Post-operative magnetic resonance imaging (MRI) 
showed a well-defined heterogeneously enhanced residual 
destructive bony lesion 8.5 cm × 6.5 cm × 7.5 cm affecting the 
sacrum (Fig. 1, 2). The panel decided post-operative 
conventional radiotherapy dose of 60 Gy in 30 sessions. The 
follow-up MRI revealed about 30% response. There was clinical 
improvement following the surgery and radiotherapy.
In February 2020, the patient developed left inguinal swelling. 
Pelvic sonar showed enlarged left inguinal lymph node 3.5 cm × 2 
cm × 3 cm with distorted hilum. Excisional biopsy was done and 

Chordomas arise from embryonic remnants of the notochord 
and show both epithelial and mesenchymal differentiation. 
Microscopic foci remain in the vertebral bodies at the cranial and 
caudal ends of the embryo skeleton [1]. Chordomas arise from 
the sacrum in approximately half of the cases and from the skull 
base region in approximately one-third of them [2]. Our sacral 
chordoma case showed a unique clinical scenario of developing 
bilateral inguinal lymph node metastasis followed by the 
development of a metachronous clivus chordoma.
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Introduction: Chordoma is a malignant neoplasm that arises from notochord remnants. Its incidence is highest above the age of 50 and behaves 
as a locally aggressive tumor with a slow growth rate. In most cases, complete surgical resection followed by radiotherapy offers the best chance of 
control. Developing metachronous tumors or distant metastasis is uncommon.
Case Report: A 56-year-old male patient of sacral chordoma was treated by surgery and radiotherapy. He developed later bilateral inguinal 
lymph node metastasis and metachronous clivus chordoma.
Conclusion: Chordomas are rare. Multiplicity of primary disease and distant metastasis could happen, so regular follow-up is warranted and 
more effective therapeutic modalities are needed.
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Learning Point of the Article:
Whenever doctors are confronted with chordoma they should be aware that distant metastasis could happen.
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In October 2020 , the panel decided conventional radiotherapy 
of 60 Gy in 30 sittings. The follow-up MRI revealed regression 
of the clivus lesion and the patient improved clinically. At 
present, the patient is clinically stable while on follow-up.

revealed metastatic chordoma (Fig. 3-6). Metastatic work-up 
was free. The patient started Gleevec 400 mg daily. In June 2020, 
the patient developed an enlarged right inguinal lymph node 4 
cm × 3.5 cm × 3 cm and the excision biopsy revealed metastatic 
chordoma as well. Metastatic work-up was free. Gleevec was 
stopped. A second-line target therapy was recommended but 
was not received by the patient. In September 2020, the patient 
developed headache, dysarthria, numbness at cheek, and lips. 
MRI brain revealed a well-defined abnormal signal intensity at 
the left side of clivus 3 cm × 4.5 cm × 4.8 cm suggesting 
chordoma (Fig. 7).  Transnasal biopsy revealed chordoma.

Discussion
Metastatic chordomas in lymph nodes are rare. Sopta et al. [3] 
reported a case of a 38-year-old male patient with solitary 
inguinal lymph node metastasis without local recurrence of a 
previously surgically treated primary sacrococcygeal chordoma 

and Jain et al. [4] reported a skull base chordoma presented in 
association with a nasopharyngeal chordoma and cervical 
lymph node metastasis. Our case is a unique case of bilateral 
inguinal lymph node metastasis from sacral chordoma. Other 
metastatic sites were rarely reported in literature as heart, 
mandible, skin, lung, and the cerebrospinal fluid [5, 6, 7, 8, 
9].Moreover, our case developed also a metachronous 
chordoma in the clivus. Synchronous and metachronous 
development of chordomas along the neural axis has been rarely 
reported [10, 11, 12, 13, 14].

Chordomas are rare. Multiplicity of primary disease and distant 
metastasis could happen.

Conclusion
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Figure 1:  Sagittal T1 weighted image showing 
destructive sacral bony lesion.

Figure 2: Sagittal T2 signal intensity showing destructive 
sacral lesion with intraspinal and paraspinal soft tissue 
components.

Figure 3: Hematoxylin & Eosin-stained tissue sections revealed: (A) Evident 
lobular architecture of the lesion as the tumor cells are arranged into lobules 
separated by fibrous bands (tip of red arrow) (x200). (B) Evident areas of 
necrosis (tip of white arrow) and hemorrhage associated with lobules of tumor 
cells (x100). (C) & (D) The tumor cells show more or less well-defined cell 
borders with vacuolated to bubbly cytoplasm. These cells are called 
“Physaliphorous cells”. Some tumor cells have epithelioid appearance with 
eosinophilic cytoplasm. The tip of black arrow shows area of necrosis (x 400).

Figure 4: The tumor cells show more or less well-defined cell 
borders with vacuolated to bubbly cytoplasm. These cells are 
called “Physaliphorous cells”. Some tumor cells have 
epithelioid appearance with eosinophilic cytoplasm. The cells 
reside in myxoid stroma (x 400).

Figure 4: Immune-histochemical (IHC) stained tissue sections 
revealed positive immune-reactivity of the tumor cells for 
vimentin, S100 protein, pan cytokeratin and epithelial membrane 
antigen (EMA) (x400).

Figure 6: Immune-histochemical (IHC) stained tissue sections 
revealed negative immune-reactivity of the tumor cells for 
chromogranin, synaptophysin, inhibin and HMB45 to exclude the 
other possibilities (x400). 
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Regular chordoma follow-up is warranted and more effective 
therapeutic modalities are needed.

Clinical Message

Figure 7: Sagittal T2 weighted image shows 
the clivus lesion displaying high signal intensity. 
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