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Abstract: Syndromic Multifocal non-ossifying fibromas have been reported in patients with
the Jaffe—-Campanacci syndrome and in patients with Type 1 neurofibromatosis[1-3]. Evans
and park reported a rare case of three members of a family with the existence of multiple,
symmetrical, non-ossifying fibromatosis without associated neurofibromatosis [5]. Here we
report a rare case of non-syndromic multiple non-ossifying fibromas. A 23-year-old male
complained of bowing deformity in the Right knee for 10 years. The deformity was
insidious in onset, gradually progressive on nature, and made him sit with a wide base.
Initially, the base was non-progressive with minimal distance between the two feet but now
the distance has increased to the length of a brick. There was no history of pain, trauma, or
difficulty to perform routine activities. On examination, Genu Valgum of Right knee was
diagnosed and the disappearance of Deformity was noted during flexion of the knee. There
were no Café-au-lait spots or other signs of neurofibromatosis. Radiograph of the Knee
revealed lucency in the distal end of the Right femur. Differential diagnoses considered were
Fibrous cortical defects and Non-ossifying Fibromas. MRI of the Right knee revealed
multiple well defined bubbly lytic lesion with sclerotic margin and eccentrically along the
cortex in the distal femur. A similar lesion was seen in the proximal tibia. Later bone
curettage was performed and histopathology examination revealed findings consistent with
non-ossifying fibroma.Here we present a rare case of non-syndromic multiple non-ossifying
fibromas.
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INTRODUCTION

was no history of pain, trauma, or difficulty to perform

Syndromic Multifocal non-ossifying fibromas
have been reported in patients with the Jaffe—
Campanacci syndrome (multiple NOFs, café-au-lait
spots, mental retardation, hypogonadism  or
cryptorchidism, ocular anomalies or cardiovascular
malformations) [1-3] and in patients with Type 1
neurofibromatosis [4]. Evans and park reported a rare
case of three members of a family with existence of
multiple, symmetrical, non-ossifying fibromatosis
without associated neurofibromatosis. These patients
had upper and lower extremity involvement and no
family history of neurofibromatosis [5]. Here we report
a rare case of non-syndromic multiple non ossifying
fibroma.

EXPERIMENTAL SECTION

A 23-year-old male complained of bowing
deformity in the Right knee for 10 years. The deformity
was insidious in onset, gradually progressive in nature,
and made him sit with a wide base between the two
feet. Initially, the base was non-progressive with
minimal distance between the two feet but now the
distance has increased to the length of a brick. There

routine activities. On examination, Genu Valgum of the
right knee was diagnosed and the disappearance of the
deformity was noted during flexion of the knee. There
were no Café-au-lait spots or other signs of
neurofibromatosis. There was no evidence of limb
length discrepancy ,wasting of quadriceps or calf
muscles and hyperextension of knee.

Radiograph of knee revealed lucency in distal
end of Right femur (fig. 1 and 2). Differential diagnosis
considered were Fibrous cortical defect and Non
ossifying Fibroma. MRI of the right knee in PD
TSE sequence revealed multiple well defined bubbly
Iytic lesion with sclerotic margin and eccentrically
along the cortex in distal femur, in the lateral condyle
measuring 1.8 x 3 cm (fig.3), distal metaphysis
measuring 2 x 1.3 cm (fig.3), and in the medial condyle
measuring 2 x 1.2 cm (fig.4).Similar lesion is seen in
the proximal tibia measuring 1.7 x 0.9 cm (fig. 4).

The lesions appear intermediate to low signal
on T1WI (fig. 5 and 6) with a high signal on T2 TSE
(fig. 7) and T1 STIR imaging (fig 8 and 9). No
significant surrounding edema noted. No cortical break
or periosteal reaction seen.
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RESULTS AND DISCUSSION

Later bone curettage was performed and
histopathology examination revealed findings of
consistent with Non-ossifying fibroma.

Diagnosis of None ossifying Fibroma in the
long bones is based upon the characteristic radiographic
and clinical appearance, typically the Non ossifying
Fibroma appears as an asymptomatic multiloculated
lesion often identified incidentally during radiographic
evaluation indicated for another reason [6-8]. While the
majority of Non ossifying Fibroma are asymptomatic,
those that are particularly large may cause chronic pain
and/or pathologic fracture in the long bones
[9, 10].When arising in a large, tubular bone, the Non
ossifying Fibroma is always eccentric and ovoid and
often results in thinning and expansion of the overlying
cortex. There is usually no periosteal reaction [11] and
no overt violation of the cortex [12].The lesions are
often multilocular in appearance and the inner boundary
of the lesion is demarcated by bony sclerosis
[13,14].While the definitive etiology of the Non
ossifying Fibroma is unclear, it is considered to be a
disturbance of growth or dystrophic calcification, rather
than a tumour or neoplasm [15, 16].

Histologically, the Non ossifying Fibroma
consists of spindle-celled fibrous tissue in a storiform
pattern with a variable number of multinucleated giant
cells, hemosiderin pigment within fibroblasts, and lipid-
laden histiocytes (xanthoma cells) [17, 18]. In addition,
occasional lymphocytes and endothelial-lined blood
vessels are present [19-21]. The background stroma is
composed of reticulin fibres [22, 23].

Radiographically all Non ossifying Fibroma
lesions are categorized with respect to location, shape,
border definition and presence of sclerotic changes
according to Ritschl [24, 25] Stage A: Eccentric lesion
in the cortex near the epiphyseal endplate, which is
small, oval to slightly polycyclic in shape without a
sclerotic border. Stage B: Lesions with variable distance
from the epiphysis with polycyclic shape and thin but
clearly sclerotic borders, thin cortex with occasionally
protruding above the surface like the shape of an
hourglass; no periosteal reaction. Stage C: Lesions with
properties similar to stage B but with also exhibit
increasing sclerosis, which typically start from the
diaphyseal side. Stage D: Complete homogeneous
sclerosis of the lesion (D1), disappearing lesion (D2)
and disappearance of the lesion (D3).

The  regressive  phase is  observed
radiographically as a ‘‘fading out’> of the lesion:
trabecular bone growth appears to occur from the
periphery inward until the bone is reconstituted to a
normal state [26, 27]. Treatment of None ossifying
Fibroma of the long bones, particularly in asymptomatic
cases, is observation. These lesions are typically self-
limiting and spontaneous resolution at skeletal maturity

is usually seen, especially in the smaller lesions of the
Fibrous cortical defect [28, 29]. This spontaneous
regression, usually starting at the end of adolescence,
has been observed to occur over periods of 29-52
months [6].

CONCLUSION

Here we present a rare case of non-syndromic
multiple Non-ossifying fibromas.

Radiograph

Fig. 2
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T1 STIR

Fig. 9
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