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WHICH IS YOUR DIAGNOSIS?
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A female, 66-year-old patient complaining of progressive and
diffuse enlargement of the right hand index finger in association

Figure 4. MRI, coronal, T1-weighted sections without fat saturation (A), and T2-weighted sections with

fat saturation (B).
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with paresthesia of the index and middle fingers over the past ten
years.

Figure 3. Magnetic resonance imaging (MRI), axial T1-weighted sections.

Figure 2. Hand radiograph, posteroanterior view.

Figure 1. Picture of the hand.
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Images description

Figure 1. Picture of the patient’s right
hand showing diffuse volumetric enlarge-
ment of the index finger.

Figure 2. Posteroanterior radiograph of
the right hand shows diffuse overgrowth of
soft tissues, particularly in the radial aspect
of the index finger in association with pe-
riosteal bone hypertrophy adjacent to the
radial aspect of the metacarpophalangeal
and distal interphalangeal joints.

Figure 3. MRI, axial T1-weighted sec-
tions demonstrating diffuse overgrowth of
fat affecting soft tissues, highlighting the
involvement of the radial palmar digital
neurovascular bundle.

Figure 4. MRI, coronal T1- and T2-
weighted sections with fat suppression
confirm the adipose nature of the soft tis-
sue overgrowth and demonstrate the juxta-
articular periosteal bone hypertrophy.

Diagnosis: Lipomatosis of radial pal-
mar digital nerve in right hand index fin-
ger associated with macrodactyly (macro-
dystrophia lipomatosa).

COMMENTS

Lipomatosis of nerve is a rare benign le-
sion characterized by anomalous growth of
the neural sheath fibrofatty tissue. Its
synonymia is extensive, including fibro-
lipomatous hamartoma of nerve, perineu-
ral lipoma, fatty infiltration of nerve, neu-
ral fibrolipoma, but, in 2002 the World
Health Organization adopted the term li-
pomatosis of nerve for such a condition(1).

Lipomatosis etiology still remains un-
known and there is not hereditary predis-
position for this type of lesion, although
some authors believe that it is a congenital
tumor while others believe it is a hamar-
toma whose growth is stimulated by nerve
irritation or inflammation(2).

Typically, patients are affected before
30 years of age, most at birth or in the child-
hood(1,3). The upper extremity, particularly
the median nerve, is the most frequent af-
fected, corresponding to 78–96% of
cases(1,3). Ulnar, radial, digital, plantar, cra-
nial and sciatic nerves are other less af-
fected sites.

Clinical manifestations include slow-
growing mass affecting mainly the wrist or
hand, sometimes with symptoms related to
compressive neuropathy of the median
nerve in the carpal tunnel.

The typical histological finding is the
thickening of nerve fascicles intermingled
with fatty infiltration (mature adipocytes),
endo- and perineural fibrosis(4).

Macrodactyly, as observed in the
present case, is found in approximately 27–
67% of patients with lipomatosis of nerve,
but the term lipomatosis of nerve either
with or without macrodactyly is preferred
by some authors(1,5). It is a rare, congenital
and non-hereditary form of localized gi-
gantism characterized by growth of all mes-
enchymal elements in the distribution of a
specific nerve, with fibrofatty tissue(1), in
the present case, in the distribution of the
radial palmar digital nerve (Figure 3).

In cases of macrodystrophia lipomatosa,
the involvement of the nerve is most fre-
quent in female patients and preferably af-
fects the index and middle fingers(1,6), cor-
responding to the region the median nerve
innervation, which in most cases is affected
by the disease. Although macrodactyly is
generally detected at birth, patients usually
seek medical assistance belatedly, mainly
for aesthetic reasons or in cases where there
are secondary degenerative changes caus-
ing functional limitation(4).

In macrodystrophia lipomatosa, the
striking pathological finding is the growth
of fibrofatty tissue, involving the bone mar-
row, periosteum, muscles, nerve sheaths
and subcutaneous tissue. In cases of asso-
ciation of fibrolipomatous hamartoma with
macrodystrophia lipomatosa, the causal
relationship is not well established(4).

MRI findings resembling a “coaxial
cable” are considered pathognomonic for
the diagnosis of fibrolipomatous hamar-
toma(2). The thickened nerve fascicles are
homogeneously distributed over the nerve
sheath and present low signal intensity on
T1- and T2-weighted sequences. Homoge-
neous fat infiltration between nerve fas-
cicles is seen with high signal intensity on
T1- and low signal intensity on T2-
weighted images with fat suppression.

Imaging findings of macrodystrophia
lipomatosa at plain radiography include
increase in volume of bone structures and
soft tissues, most prominently at the distal
extremity and ventral aspect of the affected
limb, besides periosteal involvement, par-
ticularly juxta-articular involvement (Fig-
ure 2)(1,6,7). Radiolucent areas reflecting
overgrowth of fatty tissue are generally
detectable on soft tissues. The phalanges
may be elongated and widened. At MRI,
the diffuse overgrowth of fatty contents in
the soft tissues is defined (Figures 3 and 4).

Neurofibromatosis type 1 is the main
differential diagnosis for macrodystrophia
lipomatosa(4). From the clinical aspects
standpoint, neurofibromatosis differs from
macrodystrophia lipomatosa for being he-
reditary, for being associated with café-au-
lait skin spots, and for sometimes occurring
bilaterally and with involvement of non-
contiguous fingers. At imaging studies,
neurofibromatosis does not present radi-
olucent soft tissues (adipose tissue) and
presents neurofibromas which are detected
as nodular areas with increased signal in-
tensity on MRI T2-weighted images. Other
differential diagnoses for macrodactyly in-
clude Klippel-Treanunay-Weber syndrome,
hemangiomatosis and lymphangiomato-
sis(1,4).
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