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Case Report

Solitary Neaurofibroma in Lower Extremity with Central Extensive
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Abstract

bcl2 were negative. No necrosis was observed.

ical examination is very important to definitive diagnosis.

Introduction: Neurofibroma is a rare benign tumor that often originates from peripheral nerve sheath. The solitary type can be
seen in middle-aged people. Hyalinization is a rare phenomenon that can be observed in fibrous tumors.

Case Presentation: In this report, a 46-year-old male patient with a hard mass in proximal femoral is presented. He had central
necrosis in the initial imaging studies. The mass was painful and caused signs of local anesthetic for the patient. Extensive hyalin-
ization was observed in the central part of the mass in histopathological studies. S100 protein was widely positive, but CD34 and

Conclusions: The extensive central hyalinization is very rare in fibrous tumors and is observed for the first time in neurofibroma.
Hyalizination in the work up prior to surgical treatment led to misdiagnosis of the radiologist and the surgeon. Detailed patholog-
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1. Introduction

Tumors of the peripheral nerves in the limbs are con-
sidered as rare tumors. Benign tumors of peripheral nerve
sheath tumors (PNSTs) are classically divided into two
Neuilemmoma (Shawannoma) and Neurofibroma types
(1). Neurofibroma solitary can be more seen in middle-
aged patients between 20 and 40 years. It can occur in
childhood and adolescence in males associated with Neu-
rofibromatosis (NF1) syndrome (1, 2).

Neurofibroma is considered a benign tumor which is
common in soft tissues of the limbs. It consists about 5%
of the tumors of the soft tissue. Neurofibroma is classically
classified into three types including localized, diffuse, and
plexiform (in neurofibromatosis) tumors (2).

Solitary neurofibroma often can be seen with capsule,
isrubbery, and can be observed in the trunk in middle age,
but it can also occur in the limbs. Symptoms of these tu-
mors can be caused by touching mass, pain, numbness,
and weakness in the nerve path. Management depends on
the observed complications (3). Indication in surgical ex-

cision can be seen when it causes pain, progressive neuro-
logical deterioration, signs of pressure on surrounding tis-
sue, organ dysfunction, aesthetic considerations, and the
possibility of malignant degeneration (3). In this report,
a patient with a painful palpable and numbness mass in
the thigh is described. He had evidences of central necro-
sis with a high probability of malignancy according to the
unusual radiography.

2. Case Presentation

A 46-year-old male patient with a mass in the top of left
thigh for one year with the progressive development pro-
cess referring to the orthopedic clinic was studied.

Initial examinations revealed a hard and non-mobile
massabout5.5 X 6 cm in proximal and anteromedial of left
thigh. It was painful in deep palpation indicating numb-
ness in the medial and anterior of the thigh. The skin
over the mass was intact and no changes in the shape was
observed. In the examination of the skin no stains skin
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changes was seen. The patient had no history of diseases
and he was a perfectly healthy farmer. Radiography was
performed for the patient at first demonstrating no disor-
der in the femur bone, but there was only one soft tissue
mass with no evidence of calcification. A hypoechoic mass
with distinct borders inside thigh muscles with fluid re-
tention in the central part was detected in ultrasonogra-
phy. There were small collateral vessels in the posterome-
dial of the mass from femoral artery. MRI was requested for
the patient according to the sonographic findings with the
possibility of malignant masses. According to MRI, a mass
with dimensions of 52 X 44 mm was diagnosed in the an-
terior left thigh in the rectus femuris muscle. The mass has
central hyposignal in the T1 (Figure 1). The radiologist be-
lieved that the central necrosis evidence can imply a mass
with the possibility of synovial sarcoma or soft tissue sar-
coma. Blood tests were completely normal. Pulmonary
and lymph nodes examinations were all normal. There was
no metastasis in preoperative workup. Incisional biopsy
was considered for the patient. The patient was under gen-
eral anesthesia and an anteromedial incision on the tumor
was used to open muscle compartment. A hard mass with
a clear capsule with a specific blood vessel attached to the
adjacent nerve which was seemed to be the branch of the
femoral nerve was observed. That was attached to the mass
and there was no possibility of separation (Figure 2). Blood
vessel was first ligated. Given the state of the mass, decided
decision was made to remove the entire mass. The mass
was released from surrounding tissue and the entire mass
was removed with an intact capsule. In histopathological
examination, the mass was benign spindle cell tumor (Fig-
ure 3A) which is neurofibroma based on pathological find-
ings. In the immunohistochemical study, SMA, BCL2, CD34
tumor cells were negative. S100 was diffused and positive
(Figure 3B). B-catenin in staining was cytoplasmic dot like
staining but not nuclear. No necrosis was observed in the
central parts of the tumor, but the extensive hyalinization
was seen in the central part of the tumor. The patient’s par-
ents had complete satisfaction form to publish this report.

3. Discussion

In this study, we presented a patient with palpable soft
tissue mass in the proximal thigh. The symptoms included
pain and numbness in the anterior and medial thigh. Soli-
tary neurofibroma can be superficial ordeep and it can also
be formed next to each peripheral nerve (4). The mass is
variant from asymptomatic to progressive pain, weakness,
tingling and numbness. Palpable mass with rigid struc-
ture is regarded as the first clinical examination findings

(4).

Figure 1. Sagittal View of MRI Showing the Intra-Muscular Well-Defined and Capsu-
lated Mass Without Expanding Into the Surrounding Tissue
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Figure 2. Intraoperative View of the Mass with a Specific Capsule and Independent
Ligated Blood Vessel

Ultrasonography plays an important role in the initial
assessment of soft tissue tumors. Solitary neurofibroma
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Figure 3. Microscopically (Hematoxylin and Eosin, 100 X ), Indicating Spindle Cell
Tumor Was Observed in the Fibromyxoid Background.

is often a hypoechoic and uncompressed mass that can be
with or without intrinsic blood flow (5). In the studied pa-
tient, contrary to the listed findings, accumulation of fluid
in the central part of the primary tumor was misdiagnosed
due to the central hyalinization of the tumor. According to
the same protests of neurofibroma and neurilemmomas,
it is difficult to differentiate the two types of tumors but
both are benign (6). Central hyalinization could not be dif-
ferentiated from the central necrosis which indicated the
possibility of malignancy.

Benign tumors of the peripheral nerves are notable mi-
croscopic heterogeneity present even with full origin from
neural crest. The differential diagnosis of these tumor is
very difficult using Hematoxylin-Eosin stained section (2).
Immunohistochemical evaluation is needed for a defini-
tive diagnosis. Neurofibroma has special features of im-
munoprofile. This tumor is an aggregation of multiple
cells. Most of these cells express S100 proteins in neurofi-
broma which are often shwann cells. A minority of these
cells express CD34 and are seen in perineurial fibroblasts
cells (2). S100 protein was extensively positive in immuno-
histochemical findings, but CD34 was negative. Traistaru
et al. reported similar histopathologic findings regarding
neurofibroma beside the shoulder joint associated with
the brachial plexus which is consistent with our results.
CD34 and bcl2 are both positive in other solitary fibrous tu-
mors (2).

Hyalinizing in spindle cell tumor in soft tissue masses
have similar protests as low grade fibromyxoidsarcoma (7).
The tumor is primary painless with the slow growth and it
canbe seen in depth in the proximal of the limbs of middle-
aged people (14 to 64 years) (7). Accordingly, the tumor was
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considered as one of the important differential diagnosis
for our patient. The most important characteristic features
of the tumor were its scattered large rosette like structure
that often merged with serpiginous area of dense hyalin-
ization (7). However, unlike neurofibroma, diffused S100
tumor is not positive. According to Lane et al. hyalinizing
in spindle cell tumor with giant rosettes definitively con-
firms low grade fibroblastic tumor similar to low grade fi-
bromyxoid sarcoma (7). We report the first case of neurofi-
broma with extensive hyalinization in the central part of
the tumor. In the preoperative workup the hyalinization
led to the wrong diagnosis. Surgical therapy and remov-
ing the entire mass is considered the best therapy for the
tumor originated from the peripheral nerves. Ten to 23% of
fibrous solitary tumors of the soft tissue can be malignant
(8). These tumors are unpredictable and long-term follow-
up after surgery and removing the tumor should be done
(9).

A patient with solitary neurofibroma in the proximal
thigh with central extensive hyalinization was studied.
Hyalizination in the work up prior to surgical treatment
led to misdiagnosis of the radiologist and the surgeon.
The patient was likely to have malignant mass. Low grade
fibromyxoid sarcoma is one of the tumors with similar
demonstration in differential diagnosis. This tumoris sim-
ilar to neurofibroma and accurate histopathologic investi-
gation must be performed for differentiation.
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