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CASE REPORT

Case report of rib polyostotic fibrous dysplasia

Abstract

Polyostotic fibrous dysplasia is a rare benign asymptomatic
tumour of the ribs not requiring surgery on most occasions.
We present here a case with left 10th and 11th rib fibrous
dysplasia which was causing a hinderance to the Urologist
for renal stone extraction. Therefore the 10th and 11th ribs
were excised followed by chest wall reconstruction.
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Introduction

Lichtenstein was the first to describe fibrous dysplasia as a
benign intramedullary tumour in 1938." Fibrous dysplasia
(FD) is a rare genetic bone disorder leading to normal bone
replacement with abnormal fibro-osseous tissue. The newly
formed abnormal skeleton is weak and more susceptible
to deformity and fractures.? The FD epidemiology is not
well understood. Many patients with asymptomatic fibrous
dysplasia can be missed. In addition, fibro-osseous lesions
may be misdiagnosed as monostotic FD due to the vague
character of fibro-osseous bone disorders.” Monostotic
fibrous dysplasia subtype patients may skip evaluation for
endocrine disorders and fibrous dysplasia polyostotic
subtypes, which leads to difficulties in determining the
prevalence other subtype’s prevalence?

FD is the result of healthy bone tissue replacement with
abnormal fibro-osseous tissue. The fibrous tissue has
abundant fibroblast cells which can lead to excessive
immature bone formation.2 The clinical presentation of FD
depends on the extent and location of the skeletal lesions.
It may be a solitary bony lesion or can affect multiple bones
across the whole body.? The case of a male patient with
fibrous dysplasia of the 10th and 11th left ribs, diagnosed
incidentally by the Urologist wanting to extract renal
stones is presented.
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Case report

A 40-year-old male patient presented to the Kafrelsheikh
University Hospital, Kafrelsheikh, Egypt with a left chest
wall mass. There were no symptoms and the mass was
accidentally discovered by chest computed tomography
done one year back. There was an expansile rib lesion on
the left 10th and 11th ribs and ultrasound-guided biopsy
was performed. This showed no evidence of malignancy.
He was given conservative treatment and advised a
follow up.

As the patient was having recurrent renal colic caused by
left renal stones, the urologist recommended laparoscopic
lithotomy. As the rib mass was causing an obstacle to this
procedure, the urologist referred the patient to the
cardiothoracic surgery department.

Figure 1: chest computed tomography which show expansile osteolytic lesion on 10th and 11th
ribs with ground glass matrix thin cortex with no cortical breaks



Figure 2: show the resected fibrous dysplasia rib

PATHOLOGY REPORT

CLINICAL DATA :
ICALDATA: | o 161 A1 e sacon Mg

GROSS EXAMINATION :

Two ribs largest 15x7x3 cm smallest 12x5x3 cm with fusiform fibroosseon.
bony swelling.

MICROSCOPIC EXAMINATION :

Sections revealed one & same picture of both specimens showing
fibroosseous bony lesions exhibiting specules of disordered woven bone
trabeculae embedded in loose fibrous stroma with a characterstic Y and
C shaped configuration. Some foci showed nests of foam cells, y
microcystic spaces, proliferated vas cular spaces & areas of hemorrhage.

No malignant changes.

Left 10 th & 11 th ribs excision blepsy:
- Fibrous dysplasia ribs, polyostotic type.
( Benign fibroosseous bony lesion).

- No malignancy. /

DIAGNOSIS :

Figure 3: show the histopathology result.

Physical examination revealed a diffuse firm indolent mass
on the left lower chest wall over the 10th and 11th rib. An
appendectomy scar was visible. shows No other
abnormalities were noted on general examination.

Chest computed tomography showed an expansile
osteolytic lesion on the 10th and 11th ribs with ground
glass matrix thin cortex but no cortical breaks. (Figure 1)

The patient was intubated by a single-lumen endotracheal
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tube and was positioned in a lateral decubitus position. An
incision was made along the 10th rib. The latissimus dorsi
muscle and serratus anterior muscles were preserved. The
latissimus dorsi muscle flap was prepared. The mass on
both the 10th and 11th ribs was completely excised. The
gross appearance was a hard, lobulated, grey-white
expansile mass measuring 15x7x3 and 12 x5x3 cm. (Figure
2). The defect was reconstructed with a double-layer
prolene mesh and a Latissimus muscle flap. The patient was
extubated intraoperatively and was transferred to the
surgical intensive care unit. The intercostal chest tubes
were removed on the 2nd and 3rd- post-operative. The
patient was discharged from the hospital on the 6th post-
operative day. Histologically, the lesion consisted of
fibro-osseous bony lesions exhibiting spicules of
disordered woven bones trabeculae embedded in the
loose fibrous stroma. Some foci showed nests of foam cells,
microcystic spaces, and areas of haemorrhage. Fibrous
dysplasia ribs, polyostotic type were witnessed. (Figure 3).
The patient attended the out-patients clinic for follow-up
and to date no recurrence has been observed.

Discussion

Lichtenstein is the first one to describe fibrous dysplasia as
a benign intramedullary tumour in 1938." This neoplasm
constitutes 6 % of benign bone tumours*. Fibrous dysplasia
has two subtypes, monostotic and polyostotic, Monostotic
type is more common and usually affects a single bone
while the polyostotic type is rare and involves multiple
bones.®

Fibrous dysplasia represents 30% of benign rib tumours
with monostotic type being four times more prevalent than
the polyostotic type.® The percentage of fibrous dysplasia
subtypes is 75% for the monostotic subtype and 25% for
the polyostotic subtype.” Patients of the age group, 20 to
40 years are more commonly seen to present with fibrous
dysplasia with an equal male to female ratio.” Gsa gene
mutation is thought to be the cause of fibrous dysplasia
development.? Mazabraud’s syndrome is characterized by
the presence of fibrous dysplasia of polyostotic subtype
and soft-tissue myxomas.® McCune-Albright syndrome is
distinguished by the presence of fibrous dysplasia
polyostotic subtype, and endocrine dysfunction. Both
disorders are common among patients with polyostotic
fibrous dysplasia.’®

It is usually asymptomatic but it can present with
pathological fractures or pain and has a low malignant
transformation.” Occasionally multiple rib fibrous dysplasia
causes restrictive lung disease which causes shortness of
breath.'? The gross appearance of fibrous dysplasia is a hard
or firm mass replacing the bone cavity. The histopathology
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of fibrous dysplasia is characterized by a well-circumscribed
firm mass or lesion circumscribed by lamellar bone. The
fibrous dysplasia tissue is composed of spindle cell
fibroblasts with low cellularity embedded in a collagen
matrix having a whorled appearance.'

The radiological findings of fibrous dysplasia are not specific
but are characteristic, depending on the histopathology of
the underlying lesion. Imaging shows medullary fusiform
unilateral enlargement, cortical thickening with deformity,
and increasing trabeculation. It appears as ground glass
which is characteristic and caused by the fibrous and bone
component which replaces the bone medullary cavity.'
Stable and asymptomatic. FD lesions usually need no
intervention. Surgery is indicated only for diagnostic
purposes, confirmation, deformity management, and failure
of conservative therapy. For patients with polyostotic
fibrous dysplasia subtypes and not compatible with surgery,
bisphosphonate is the drug of choice.'*"

In our case, it was necessary to excise the rib fibrous
dysplasia mass to enable the urology surgeon to perform
laparoscopic lithotomy.

Conclusion

Polyostotic fibrous dysplasia is a rare benign tumour that
is usually treated conservatively and the patient is kept
under follow up. In other cases, the best treatment choice
is surgical excision if the mass is causing deformity or
unbearable symptoms as pain. In a case scenario as ours,
where the fibrous dysplasia rib mass was causing a
hinderance for the Urologist in renal stone extraction
surgery, it had to be excised.
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