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Monostotic Fibrous Dysplasia of the Condyle and Ascending

Ramus in a 7-Year-Old Child Treated with Conservative Surgery:

8-Year Follow-Up

Konservatif Cerrahi ile Tedavi Edilen 7 Yasindaki Bir Cocukta Kondil ve
Yiikselen Ramusun Monostotik Fibroz Displazisi: 8 Yillik Takip

Behget EROL?, ““ Sercan KUCUKKURT®

“[stanbul Aydin University Faculty of Dentistry, Department of Oral and Maxillofacial Surgery, Istanbul, Tiirkiye

ABSTRACT Fibrous dysplasia, a genetic, developmental bone disor-
der disrupting osteogenesis, results in excessive fibrous tissue replac-
ing normal bone. It can manifest as monostotic or polyostotic forms,
with about 30% of monostotic cases observed in the maxilla and
mandible, predominantly unilateral in the posterior region. Common in
adolescence, stability often occurs in adulthood. Clinical manifesta-
tions include swelling, facial asymmetry, pain, or numbness. Treatment
options include conservative surgical approaches, radical interventions,
and bisphosphonate-based medical therapies. This report presents a case
of monostotic fibrous dysplasia in a 7-year-old female, demonstrating
a one-year history of swelling in the posterior right region of the
mandible. A conservative surgical approach was employed, resulting in
no recurrence during an 8-year follow-up, with significant improve-
ments in bone reconstruction. Early implementation of a conservative
approach instead of radical and continuous follow-ups is vital for fa-
vorable outcomes and minimizing recurrence risk in young patients
with monostotic fibrous dysplasia.
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OZET Osteogenezi bozan genetik, gelisimsel bir kemik bozuklugu
olan fibr6z displazi, normal kemigin yerini asir1 fibréz dokunun alma-
styla sonuglanir. Monostotik veya poliostotik formlarda ortaya ¢ikabi-
lir; monostotik vakalarin yaklasik %30'u maksilla ve mandibulada,
agirlikli olarak posterior bolgede tek tarafli olarak goriiliir. Ergenlik
doneminde yaygindir, stabilite genellikle erigkinlikte ortaya ¢ikar. Kli-
nik bulgular arasinda sislik, yiiz asimetrisi, agr1 veya uyusukluk yer
alir. Tedavi secenekleri arasinda konservatif cerrahi yaklasimlar, radi-
kal girisimler ve bifosfonat bazli medikal tedaviler yer almaktadir. Bu
yazida, mandibulanin sag arka bolgesinde bir yildir sislik olan 7 ya-
sinda bir kiz hastada monostotik fibréz displazi olgusu sunulmustur.
Konservatif bir cerrahi yaklasim uygulanmis, 8 yillik takip siiresince
niiks goriilmemis ve kemik rekonstriiksiyonunda énemli gelismeler
kaydedilmistir. Monostotik fibroz displazili geng hastalarda radikal ye-
rine konservatif yaklagimin erken uygulanmasi ve siirekli takipler,
olumlu sonuglar ve niiks riskinin en aza indirilmesi igin hayati 6nem ta-
simaktadir.

Anahtar Kelimeler: Monostotik fibroz displazi;
mandibula; kondil; ¢ocuk

Fibrous dysplasia (FD) represents a noncancer-
ous process within the bone, marked by the substitu-
tion of marrow bone with poorly mineralized fibrous
connective tissue.'* The origin of this condition
stems from a genetic anomaly in the stimulating G
protein (GSa), inducing an imbalance in the activi-
ties of both bone-forming and bone-resorbing cells.

Overactive GSa triggers enhanced activity in precur-
sor cells of bone formation and cells that break down
bone, prompted by heightened production of inter-
leukin-6 from supportive cells.*® As per the bone
tumor classification by the World Health Organiza-
tion, FD falls into the category of tumors without a
defined neoplastic character. Hormonal irregularities,
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notably early puberty in McCune-Albright syndrome
(MAS) or intramuscular myxomas in Mazabraud’s
syndrome (MS) are linked to this condition.'*

Typically emerging during the initial or subse-
quent ten years of life, FD predominantly affects fe-
males, with a ratio of 2:1 compared to males, often
exhibiting no symptoms and minimal advancement.'*
The disease can appear either as a solitary form, af-
fecting a single bone [monostotic fibrous dysplasia
or (MFD)], or as a multifocal form, impacting multi-
ple bones [polyostotic fibrous dysplasia or (PFD)].
MFD, which is about ten times more prevalent than
PFD, generally tends to occur on one side.>* The ab-
sence of steady bone matrix formation can lead to di-
verse presentations, such as facial distortion and lack
of symmetry.**

In this case report, we present a case of MFD in
a 7-year-old female patient who complained of grad-
ually increasing swelling on the posterior right region
of the mandible persisting for one year. The diagno-
sis of MFD was confirmed following an extensive as-
sessment that integrated clinical, radiographic, and
histopathological characteristics. A conservative
surgical approach addressed the patient’s condition,
involving surgical excision and recontouring of ex-
cessive bone to restore facial symmetry. After an 8-
year follow-up, the case exhibited no recurrence, with
significant improvements observed in the recon-
struction of the condylar and coronoid processes and
the incisura mandible.

I CASE REPORT

A 7-year-old female was admitted to our department,
accompanied by her parents, with a complaint of
swelling and asymmetry on the right side of her
mandible. Before presenting to our department, the
patient underwent evaluations in several medical
centers, where aggressive surgical interventions, in-
cluding total ramus resection, were recommended
based on suspicion of malignancy. However, due to
the family’s concern regarding the potential risks as-
sociated with such extensive surgeries, they pursued
alternative opinions and ultimately sought consulta-
tion at our institution. The patient history indicated a
gradual, unhurried enlargement of the swelling over
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the course of the last year, with no accompanying
pain.

Upon extraoral examination, mild facial asym-
metry was noted, concomitant with a noticeable
swelling on the right side of the face. During mouth
movement, the patient exhibited limited mouth open-
ing and a deviation of the chin to the right. There were
no pigmentation abnormalities on the facial skin, and
no enlargement of submandibular lymph nodes was
observed. Palpation indicated a firm and fixed
swelling without mucosal inflammation or paresthe-
sia. The intraoral examination did not reveal signifi-
cant changes. A panoramic radiograph displayed a
loss of trabecular structure with a radiopaque
“ground-glass” appearance encompassing the right
mandibular ramus and condyle (Figure 1). Cone-beam
computed tomography (CBCT) images confirmed the
lesion’s extent, which affected the right mandibular
ramus cortical bone and condyle, with only partially
present the right ramus coronoid process (Figure 2).

Written informed consent for further investi-
gation and permission to use their photographs and
clinical data were taken. Based on clinical and ra-
diological assessments, an initial diagnosis of MFD
was made, with differential diagnoses including os-
sifying fibroma, MAS, and MS. The lesion was sur-

FIGURE 1: Orthopantomographic images of the patient; A) Preoperative status;
B) First-year postoperative follow-up; C) Eighth-year follow-up.
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FIGURE 2: The three-dimensional model obtained from cone-beam computed to-
mography images showing the preoperative status of the patient.

gically excised using a conservative extraoral ap-
proach under general anesthesia, which impacted the
region’s remodeling (Figure 3).

Macroscopic evaluation of the excised bone re-
vealed soft and spongy aspects (Figure 4). The biopsy
specimens, consisting of pink-white elastic tissues
ranging in size from 0.6x0.3x0.3 to 3x2.5x1.5 cm and
an additional 1 cm of bone tissues, were subjected to
routine histological processing. Hematoxylin and
eosin staining demonstrated irregularly shaped im-
mature bone trabeculae within a fibroblastic and vas-
cularized stroma.

The microscopic examination further revealed a
stroma composed of fibroblastic-fibrocystic spindle
cells interspersed with irregular immature/felt bone
trabeculae and delicate vascular structures. The stro-
mal spindle cells exhibited no cytological abnormal-
ities or mitotic activity, and the immature bone
trabeculae lacked osteoblastic rimming. Notably, mi-
croscopic sections of the bone tissues exhibited clear
continuity with the surrounding cortical bone tissue.
These histological features were consistent with a di-
agnosis of FD (Figure 5).

After the surgery, the patient underwent annual
follow-ups involving clinical assessments and radio-
logical examinations, including CBCT imaging per-
formed six years post-operation. The CBCT images
displayed significant improvements in the recon-
struction of the condylar and coronoid processes and
the mandibular incisura (Figure 6). No complications
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FIGURE 3: Intraoperative image showing the surgical field and gap in the area
after removal of the lesion by extraoral approach.

5

ety Solutil

OR Products & Saf

&
T T S R el e

rim in fibrotic stroma composed of spindle cells. A): Hematoxylin staining, x20
B): Hematoxylin staining, x40.

FIGURE 6: The three-dimensional model was obtained from follow-up cone-beam
computed tomography at year 8. The image shows good remodeling in the lesion
area and condyle and coronoid processes.
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were encountered during the follow-up period, and
the patient reported satisfaction with both aesthetic
and functional outcomes. Eight years later, further
clinical and radiological evaluations demonstrated no
evidence of lesion recurrence, indicating lesion sta-
bilization.

I DISCUSSION

FD constitutes 7% of benign bone tumors, with facial
bones involved in 10%-27% of MFD cases.'** Stud-
ies present differing views on FD distribution between
the maxilla and mandible. In different studies, there
is different information that MFD is seen more fre-
quently in favor of the maxilla or mandible.”!° FD’s
differential diagnosis encompasses bone disorders
such as bone cysts, non-ossifying fibroma, osseous-
fibrous dysplasia, adamantinoma, intramedullary os-
teosarcoma, Paget’s disease, MAS, and MS. 1810

Panoramic radiographs offer insights, yet CBCT
is the gold standard, yielding 3D models and com-
prehensive lesion data. CBCT images are crucial for
accurate lesion delineation.” In this case, CBCT was
selected as the preferred modality for assessing the
condylar damage, ascertaining the necessity for graft-
ing, and elucidating the lesion’s relationship with
anatomical structures in greater detail.

Treatment options

surgery, radical excision, and bisphosphonate ther-

comprise conservative

apy.*>!I"1* Conservative surgery removes poorly min-
eralized bone, aiding histological confirmation. The
surgical approach considers patient age, as FD can
recur with growth maturation.*>!* Kruse et al. pro-
poses successful modeling osteotomy for MFD.’
Valentini et al. reports MFD (76%), PFD (22%), and
MAS (2%) in 95 craniomaxillofacial FD cases, with
68 receiving surgeries.!> On the other hand, some
avoid surgery despite its preventive potential, opting
for bisphosphonates to alleviate bone pain. Bisphos-
phonates can improve clinical status, but long-term
use poses an osteonecrosis risk.!>!*!* In the present
case, a young patient’s diagnosis relies on clinical,
radiological, and histological data. Given the age, a
conservative surgical approach is prudent, avoiding
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facial growth disturbance. The drawbacks associated
with the extraoral approach include its heightened
surgical invasiveness, necessitating a greater level of
expertise compared to alternative treatment methods.
Additionally, the extraoral approach has the potential
to induce variable degrees of scarring in the treated
area, thereby giving rise to aesthetic concerns. After
eight years, the case exhibited no recurrence, with no-
table reconstruction of mandibular structures. Clini-
cal stability and aesthetic satisfaction persist.

The present case report emphasizes the signifi-
cance of a comprehensive approach to managing
MEFD, particularly in pediatric patients. The diagnos-
tic complexities inherent in this condition warrant
thorough evaluation and collaboration among vari-
ous medical specialties to avoid misdiagnosis and
prevent unnecessary aggressive surgeries. Our expe-
rience highlights the importance of considering con-
servative treatment options, especially in young
patients, to minimize the potential risks of radical sur-
gical interventions. Our approach serves as an exem-
plary alternative for similar cases. It underscores the
value of patient-centered care in achieving optimal
outcomes.
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