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ABSTRACT ___

Fibrolipomatous hamartoma of nerve is a rare benign disorder which most commonly involves the median nerve
around wrist. Due to large size of median nerve, patient can present with symptoms of carpal tunnel syndrome.
This entity has association with macrodystrophia lipomatosa. We report a case of fibrolipomatous hamartoma
of median nerve and associated macrodystrophia lipomatosa. This patient presented with abnormal sensations

in left hand which was enlarged, deformed and diagnosed on magnetic resonance imaging (MRI).

Introduction ___

Fibrolipomatous hamartoma of nerve is a rare benign
tumor characterized by excessive fibrous and lipo-
matous tissue growth resulting in enlargement of
epineurium and perineurium. This most commonly
involves the median nerve around wrist and in distal
forearm and less frequently can also affect radial,
ulnar, sciatic and plantar nerve. Due to large size of
median nerve, patient can present with symptoms
of carpal tunnel syndrome. This entity has association
with macrodystrophia lipomatosa. We report a case
of fibrolipomatous hamartoma of median nerve and
associated macrodystrophia lipomatosa. This patient
presented with abnormal sensations in left hand
which was enlarged and deformed.

Case Report ___

A 15-years old female patient presented for MRI of
enlarged and deformed left hand. She had recently
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developed pain and abnormal sensation in her hand
and difficulty in performing routine daily tasks. There
was a large non tender soft tissue mass on volar
aspect of her hand extending into all four digits except
little finger. She had enlarged and deformed index,
middle finger and enlarged ring finger. This slow
growing soft tissue mass and macrodactyly had been
present since her birth. No edema or skin discoloration
was present. She had history of multiple previous
hand surgeries for cosmetic reasons leading to
deformed index and middle fingers.

This was the only abnormality she has and there is
no such family history.

We reviewed her x-rays of hand which showed
generous amount of soft tissue involving the palm,
thumb, index, middle and ring fingers. Distal meta-
carpals and phalanges of index and middle fingers
had severe deformities and macrodactyly in ring
finger.

MRI was performed acquiring Axial FSE T1, T2,
sagittal FSE T2 and STIR sequences. This showed
abundant fat in hand and gradual thickening of median
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nerve beyond mid forearm up to the wrist joint.
Thickened nerve and its fascicles were hypointense
on T1, T2 and STIR sequences with volar bowing of
flexor retinaculum. Large amount of fat surrounding
the nerve fascicles beyond flexor retinaculum took
a mass like shape in the region of palm where they
had characteristic coaxial cable like appearance on
axial plane and spaghetti like appearance on coronal
plane. Bony details were same as noted on plain x-
rays. So the diagnosis of fibrolipomatous hamartoma
of median nerve with macrodystrophia lipomatosa
and carpal tunnel syndrome was confidently made.

Figure 1: X-rays of left hand. Enlarged and deformed fingers and
diffuse soft tissue swelling of hand. Evidence of previous surgery
in middle finger.
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Figure 2: T1W axial image of left wrist joint. Large amount of fat
(thick arrow) and spaghetti appearance (this arrow) of median
nerve.
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Figure 3a: Coronal TIW FSE. 3b: T1 TIRM images of left wrist.
Thickened median nerve (thick arrow) and its spaghetti appearance

(this arrows) with large amount of fat (black star in 3a and white
star in 3b)

Discussion

Fibrolipomatous hamartoma of median nerve is a
rare entity being first reported in 1953.1 This is com-
posed of fibrofatty over growth in and around epi-
neurium and perineurium resulting in enlargement.?
This usually targets patients younger than 30 years
of age.3 Most commonly the hamartoma involves the
medina nerve and than in decreasing order of fre-
guency this involves radial nerve, ulnar nerve, nerves
at dorsum of foot, brachial plexus and cranial nerves.*
This most commonly is present at the level of wrist
S0 presentation with carpal tunnel syndrome is fairly
common. Proximal extent of nerve involvement is
necessary for surgical planning.3

Etiology of fibrolipomatous hamartoma is not clear
but since this occurs most commonly in younger
population, this can be congenital®> however a few
authors suggest its traumatic etiology.®

MRI in fibrolipomatous hamartoma of nerve has
characteristic appearance i.e. coaxial cable like app-
earance on axial plane and spaghetti like appearance
on coronal plane. This is so typical that this obviates
the need of surgical biopsy.”

On ultrasound, this appears as a soft tissue mass
with alternating hyper and hypoechoeic bands on
back ground of echogenic substratum reflecting MRI
appearance.8

Differential diagnosis of this benign entity includes
traumatic intraneural lipoma, ganglion cyst and
vascular malformation where flow voids can mimic
thick fascicles.3:8
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Macrodystrophia lipomatosa is associated finding in
22-67% of patients.2 This is characterized by fibrofatty
proliferation and macrodactyly in trajectory of median
or plantar nerve of one or more digits. This process
halts, for unknown reason, at puberty.®

Treatment options for this tumor with or without mac-
rodystrophia lipomatosa are targeted for symptomatic
relief by carpal tunnel release and cosmetic issues.?
Dissection and microsurgical excision is not preferred
first line surgical option since this caries high risk of
permanent loss of motor and sensory function.3
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