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Benign tumors involving peripheral nerves of the upper 
extremity are uncommon. An entrapment syndrome resulting 
from the growing tumor causes symptoms. Pain is the most 
common complaint. We present a rare case of a median nerve 
parachordoma, a rare type of a benign tumor that presents as a 
palpable and painful mass on the flexor aspect of the forearm.

A 62-year–old woman presented with a painful swelling 
at the flexor aspect of the right forearm. On clinical exam-
ination, there was a painful solid mass, which was 2 cm in 
length, little sensitive to pressure, and had mobility restric-
tion in both transverse and longitudinal directions. Percus-
sion over the mass produced a Tinel’s-like sensation along 
the median nerve. The patient experienced mild numbness 
in the distribution of the median nerve in the palm, but no 
motor weakness or muscle atrophy was noticed.

On magnetic resonance imaging (MRI) examination, 
lesion had a relatively homogenous low signal, slightly lower 
to the flexor tendon of the forearm, on T1-weighted images. 
On T1 fat–suppressed contrast images, increased gadolinium 
enhancement was noticed (►Fig. 1a, b). Based on the clini-
cal and MRI features, provisional diagnosis of a nerve sheath 
tumor arising from the median nerve was made.

A longitudinal incision centered over the tumor bulk at the 
distal part of flexor aspect of right forearm was performed. 
Adequate exposure of the nerve was done, both proximal and 
distal to the tumor. On exploration, the tumor was found to 
arise from the median nerve in the right forearm, below the 
flexor tendon. The tumor had an eccentric position and was 
firmly attached to the median nerve. The epineurium was lon-
gitudinally incised, and the soft tumor mass was dissected from 
surrounding nerve fascicles. The mass was encapsulated and 
removed completely (►Fig.  1c, d). Postoperative course was 
uneventful with no new neurologic deficit. The histopathology 
report was suggestive of parachordoma (►Fig. 2). At 1-month 
follow-up, the wound was healed with no new symptoms.

Parachordomas (or myoepitheliomas) are rare soft tis-
sue tumors with approximately 100 cases reported,1 with 
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Fig. 1 MRI examination of right forearm showed contrast-enhancing 
lesion deep to the flexor tendon of forearm (a, b). The tumor was aris-
ing from the median nerve in the right forearm, below the flexor ten-
don of forearm (c). The mass was encapsulated and removed totally (d).

Fig. 2 (a) Epithelioid cells and spindle cells lying in myxoid stroma 
(H&E 100X). (b) Epithelioid cells with clear cytoplasm (H&E 400X). 
(c–e) Tumor cells are immunopositive for S-100, cytokeratin, and 
negative for P53 (IHC 400X).
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Table 1  Published literature of upper limb parachordoma cases

Case No. Age 
(y)

Sex Site Recurrence Metastasis Fatal Authors (y)

1 12 Male Arm No No No

Dabska (1977)2 22 Female Forearm No No No

3 28 Female Finger 2 y No No

4 25 Male Finger Unknown Unknown No Sangueza and White (1994)

5 45 Female Palm 3 mo No No Niezabitowski et al. (1995)

6 25 Female Triceps No No No
Fisher and Miettinen (1997)

7 14 Male Wrist Unknown Unknown No

8 25 Female Forearm Yes No No Imlay et al. (1998)

9 42 Female Forearm No No No
Folpe et al. (1999)

10 38 Male Deltoid No No No

11 20 Female Hand No No No Separovic et al. (2001)

12 60 Female Arm No No No Clabeaux et al. (2008)

13 6 Female Forearm No Yes No Guedes et al. (2009)

14 76 Male Hand 2 y No No Bell et al. (2009)

15 31 Male Wrist 1 mo No No Fulciniti et al. (2011)

16 67 Female Arm No Yes No De Comas et al. (2011)

17 28 Male Shoulder 1 y Unknown No Karakaya et al. (2011)

18 44 Male Index finger No No No Ali et al. (2012)

19 32 Male Arm No No No Estrems Diaz et al. (2013)

19 cases in upper limbs till date2,3 (►Table 1). They have an 
indolent nature with a male predilection, typically occur-
ring in the fourth decade of life and usually in the extremi-
ties.2 There have been reports regarding late recurrence and 
metastasis.4 Parachordoma was originally believed to be a 
chordoma occurring in nonaxial sites, but now it is consid-
ered as a unique entity.5 The management for these lesions is 
wide surgical excision, with clinical and imaging follow-up to 
exclude recurrence.

Other differential diagnosis was schwannoma, which is 
more commonly seen than parachordoma. They are usually 
solitary and benign lesions. Schwannomas can be asymptom-
atic or can produce pain, a positive Tinel’s sign or a Tinel’s-like 
sensation, and sensory symptoms. The slow growth pattern 
of benign nerve tumors allows for adaptation of the nerve 
function to the pressure effects.6 Schwannomas share many 
features with other soft tissue tumors and are frequently 
misdiagnosed due to similarities.

Tumors of the median nerve are diagnostically challenging 
and median nerve parachordoma is rare as compared with 
schwannoma. The diagnosis is made only through histopa-
thology. Parachordoma should be included in differential 
diagnosis of soft tissue tumor arising in the forearm, espe-
cially arising from the median nerve.
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