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Case Report

Fibrolipomatous hamartoma of the digital branches of the median nerve
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Abstract

Fibrolipomatous Hamartoma is an idiopathic disorder which may be related to hypertrophy of mature fat cells and fibroblasts
in the epineurium. It is a rare condition which most commonly affects the median nerve. Presentation is usually before 30
years of age.

Some of them are presented with signs and symptoms of nerve entrapment and some are associated with macrodactyly
(macrodystrophia lipomatosa) with gross cosmetic abnormality. MRI can be an important preoperative diagnostic tool.
Biopsy and histopathology report can confirm the pathology.

This report describes a case of Fibrolipomatous Hamartoma of the digital branches of left index and middle fingers of median
nerve associated with macrodactyly. A 25-years-old male patient having this problem came to Apollo Hospitals Dhaka with
an abnormally large left index and middle finger. Debulking by excision of the lipomatous tissue along the digital branches of
median nerve was performed. Three weeks postoperatively, the patient had no major complaints and the mass decreased in
size without any motor or functional losses. Sensory function also found to be near normal with a small area of numbness at the
tip of the left index finger.
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Introduction: Fibrolipomatous Hamartoma is a rare benign
tumour. The condition has also been designated as
Fibrolipomatous nerve enlargement, Lipofibromatous
Hamartoma, Lipofibroma, fibro fatty nerve enlargement and
Neurolipoma. World Health Organization tumour
classification describes Fibrolipomatous Hamartoma as
lipomatosis of the nerves. A review of the literature showed
only few cases of Fibrolipomatous Hamartoma. This rare
condition most commonly affects the median nerve. Some
times it may present with macrodactyly. MRI can be an
important diagnostic tool. Treatment by surgery has some
indications - multiple biopsies can be done to confirm the

diagnosis, release of nerve entrapment if any, de-bulking - if . : : -
gross cosmetic abnormality. Figure 1: Exceptionally large left index finger

Patient, Methods and Results

A 25 years old man came to our plastic surgery out patient
clinic with an enlarged left index and middle finger since his
childhood. For the last 3 years it increased in size
significantly. It was associated with paraesthesias of left
index and middle finger. There was no history of trauma.

On examination, his general condition was good, all the vital
parameters were normal. Local examination showed left
index and middle fingers were exceptionally large and
€normous.

Skin color was normal. There was no visible vein or pulsation
or scar mark on the surface. Local temperature was not raised :
with normal capillary refill. Patient could move the fingers Figure 2: Macrodactyly of left index and middle finger with
but some restriction of movement was noted at the distal normal fingers in the right side.

interphalangeal joint of the left index finger. Sensations of the
affected fingers were less than normal. The finger swelling
was soft, non tender and non compressible similar to
neurofibromatosis.

Radiographic examination showed bony spur at the base of
the distal phalanx of left index finger, the joints were normal.
A soft tissue swelling involving the whole of the left index
finger and some areas of left middle finger was noted.
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Fine Needle Aspiration Cytology showed Benign
Mesenchymal tumour.

Debulking of fingers was planned under tourniquet control.
The proposed fingers were explored with Brunner's incisions
with the aim to explore both the digital nerves of fingers.

After exploration, all the digital nerves of those two fingers
were found enlarged and thickened with infiltrated
lipomatous tissues. A diffuse yellowish lipomatous tissue was
also found along and around the digital nerve fibers.

Figure 3: Yellowish lipomatous tissues in and around of
both digital nerves of left index finger.

Under magnification, the lipomatous tissues were excised
with preservation of the nerves. Bony exostosis also nibbled
and removed. Haemostasis was secured. Skin closed with 5/0
prolene.

Figure 4: After closure of wounds

The histological sections of the lesion confirmed
Fibrolipomatous Hamartoma with mature benign fibrofatty
soft tissue.

On 12th post operative day the stitches were removed. After
three weeks the wounds were healed. Patient could move his
operated fingers. Sensation came back with a small area of
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numbness at the tip of the left index finger.

Discussion: Adipose tissue is a normal constituent of
peripheral nerves which is usually located with in the
perineurium and epineurium'. The intraneural lipomatous
tumours are believed to arise from these normal adipose cells
which are found infiltrating between the nerve bundles. It
may also occur from nerve sheath.” It most commonly occurs
in the upper extremity of infants and children and usually
affects the median nerve.” In 1978, Terzis JK et al, classified
benign fatty tumors of peripheral nerves in to three types;
well capsulated intraneuronal lipomas, diffusely infiltrating
fibrofatty tumors or Lipofibromatous Hamartoma and
macrodystrophia lipomatosa which is a infiltrating fibrofatty
lesion with associated focal macrodactyly.’

There are some significant differences between the well
encapsulated and the diffusely infiltrative Fibrolipomatous
Hamartoma types of intraneural lipomas. Average age at the
time of appearance of well encapsulated type is 45 years with
female predominance while the infiltrative type arises in a
younger age group with no sexual predominance.” Typically
it presents in the 3rd to 4th decades of life with signs and
symptoms of nerve compression in the distribution of the
affected nerves.’ There is usually a long history of a painless
mass since childhood."*" Patient may be aware of a painless
mass for years. Patients may have signs and symptoms of
nerve compression in the distribution of the affected nerve
characterized by paraesthesia, motor deficit and pain.”"
Patient may present with abnormally large finger(s)
(macrodactyly). Bony abnormality may also occur."

In our patient, painless masses in the left index and middle
fingers were present since childhood. He came to us in his 3rd
decade, with macrodactyly (left index and middle finger) and
paraesthesia (predominantly hypoesthesia) with bony
deformity at the distal phalanx of left index finger.

As with all neoplasm, the exact etiology of lipomata is
unknown.*” Some researchers consider Fibrolipomatous
Hamartoma to be congenital tumour,”’ while others believe
that it is incited to grow by nerve irritation, inflammation, or
prior trauma.'* There is no familial predisposition.”” About 78-
96% of patients present with involvement of upper limb and
there is a marked predilection for median nerve.'""* More than
80% of Fibrolipomatous Hamartoma arises exclusively in the
median nerve.’ Other nerves may also getinvolved - eg. ulnar
nerve, radial nerve, axillary nerve, musculocuteneous nerve,
brachial plexus, and  cranial nerve. Nerves in the lower
extremity can be affected in 4-22% of patients. In 27- 67% of
cases Fibrolipomatous Hamartoma is associated with
macrodactyly (Macrodystrophia lipomatosa)™"* where it
mostly affects the index and middle finger.””* Histologically,
perineural and endoneural fibrosis cause thickening of the
neural fascicles. The interfascicular connective tissue is
infiltrated by mature fat cells."” In our case, mature fat cells
were found in the excised tissues. The differential diagnoses
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