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Orofacial clinical-radiological 
features of McCune-Albright 
syndrome in an adult: a case 
report
Reynier Ramírez Suarez 1, 2, a, b, c , Oscar Rivero Pérez 1, 2, a, b, c , 
Yanara R. Morales Paz 3, d 

ABSTRACT

Fibrous dysplasia is a benign and progressive bone disease of genetic basis that 
can affect one or several bones. Its high incidence in the pediatric age served as 
a basis for it to be previously considered exclusive to this stage; however, there 
are reports to date that show its development and later growth in the second 
decade of life. When associated with endocrine imbalances and café-au-lait spots, 
it is part of the McCune- Albright syndrome. The present case report shows the 
clinical and radiologic features of the oral-facial region of an adult patient with 
McCune-Albright syndrome. Lesions in the jaws affect the morphology and cause 
dysfunction. At the dental level, the changes produced result in malocclusion and 
structural defects. Radiological studies showed changes with mixed density and 
ground glass pattern.
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INTRODUCTION
Fibrous dysplasia is a benign fibro-osseous lesion of bone first described by 
Lichtenstein in 1938 (1). It is a pathology of very low prevalence, so its diagnosis 
goes unnoticed in most cases (2). It is of genetic basis and slow progression, 
characterized by the progressive replacement of normal bone by fibrotic tissue. 
The process can affect a single bone (monostotic fibrous dysplasia) or multiple 
bones (polyostotic fibrous dysplasia) (3). The most common location of fibrous 
dysplasia is in the membranous bones, such as the femur, tibia, and pelvic bone. 
The skull is also a frequent site of involvement (4).
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Traditionally, it has been considered a disease of 
childhood, inactive after puberty; however, the 
emerging concept now seems to be that fibrous 
dysplasia can progress into adulthood (5).

When fibrous dysplasia is associated with 
endocrinopathies or hyperpigmented skin lesions, 
it corresponds to the McCune-Albright syndrome 
(2). The aim of this study is to describe clinical and 
radiological oral-facial features of the McCune-
Albright syndrome in an adult patient in order to 
report the increased bone growth in this stage of life 
and thus support the current concepts that dismiss 
fibrous dysplasia as an exclusive childhood disease.

CASE PRESENTATION
A 32-year-old female patient from a rural area came 
to the maxillofacial surgery department concerned 
about a facial growth in the last five years. During the 
interrogation, she reported that in her childhood she 
began to have a discrete increase in volume in this 
area, so she had a checkup in the pediatric services of 
her province of origin. In the clinical record presented 
by the patient, a diagnosis of McCune-Albright 
syndrome was registered in 2005, and it was issued 
by a multidisciplinary consultation and supported by 
a histological result of fibrous dysplasia, history of 
menarche at the age of 8 and café-au-lait spots in the 
affected region. Due to unspecified reasons, the patient 
did not attend her medical checkups and argued that 
the greatest growth occurred in the last five years.

After the oral physical examination, facial asymmetry 
was observed, marked by an increase in volume of 
hard consistency in the right region, slight pupillary 
unevenness, deviation of the labial commissure 
towards the lower contralateral side. There were no 
dermatological alterations (Figure 1). Oral examination 
showed midline deviation to the left side during the 
opening movement and slight limitation to the right 
laterality with respect to the left. Increased gingival 
stippling was observed in the gingiva of the right 
mandibular hemiarch, as well as increased protrusion 
and anterior overjet. Clinical, laboratory and imaging 
studies were conducted, as well as consultations 
with other specialties, including internists, 
endocrinologists, radiologists, psychologists, general 
stomatologists, orthodontists, and periodontists.

Figure 1. Volumetric reconstruction with soft tissue 
view showing facial asymmetry due to volume 

increase in the right facial region. No photograph is 
exposed by patient’s decision in the consent form.

Panoramic radiography showed heterogeneous 
radiopacity in the right mandibular body and ramus 
region with predominant lytic areas in the angle and 
marked sclerotic lesions in the condyle. The roots 
of the lower molars were separated. At the same 
time, apical to them, the bone adopted the typical 
ground glass pattern. The lower right third molar 
was absent; in a superior position and distal to the 
apex of the second molar, it presented a radiopaque 
image with unclear morphological features similar to 
an odontoma. The left third molars did not present 
morphological anomalies (Figure 2).

Axial and coronal views on tomography showed lesions 
with thinning of the cortex, abnormal bone pattern, 
and loss of trabecular architecture. No alterations 
were found in the maxillary sinus, ethmoidal cells or 
orbital cavity (Figure 3).
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Figure 2. Panoramic radiograph showing mixed 
radiopacity in body and left mandibular ramus with 

presence of lytic areas, sclerotic and ground glass 
pattern in the dentate region. Radiopaque area with 

odontoma aspect in the region of 18 and absence of 48.

Figure 3. Axial and coronal reconstructions showing 
bone lesions and preservation of the maxillary and 

ethmoidal sinuses and the orbital cavity.

Volumetric reconstruction showed an expansive 
growth involving the right side of the mandible and 
the zygomatic bone, as well as a protrusion at the 
cranial upper pole. A height difference was observed 
between both infraorbital rims. The right mental 
foramen was inferior to the left one (Figure 4).

Figure 4. Volumetric reconstruction (frontal and 
lateral). There is an expansive growth affecting the 

right mandibular side and the zygomatic bone, as well 
as a protrusion in the upper pole of the skull.

Laboratory and other additional tests were found 
in normal parameters. There were no functional 
alterations, except for a slight restriction of lateral 
mandibular movement. By decision of the patient, an 
expectant therapeutic approach was applied.

DISCUSSION
Benign fibro-osseous lesions rarely affect the sinonasal 
tract and are divided into three different entities: 
osteoma, fibrous dysplasia and fibroma ossificans (6, 
7). Fibrous dysplasia is a rare skeletal disease caused 
by activating mutations of the GNAS1 gene (8-10). 
It is known to frequently affect craniofacial bones, 
including the maxilla and mandible. However, its 
effects on dental tissues and implications for dental 
care are still unclear (11).

In the 1930s, McCune and, a year later, Albright 
presented patients with certain characteristics: fibrous 
dysplasia of one or more bones, café-au-lait spots on 
the body and precocious puberty. These patients were 
later identified as carriers of the syndrome that bears 
the surnames of these physicians: McCune-Albright 
syndrome (12). This disease is a rare, non-inherited 
condition. Although prevalence data are not available, 
it has been reported to occur in ranges from 1/100 000 
to 1/1 000 000 000 (8, 12).

Café-au-lait macules are an isolated and common 
dermatologic finding in the general population (13) 
and are due to an active proliferation of melanocytes 
and consequent hyperproduction of melanin (14). In 
a study by Akintoye et al (8), it was pointed out that 
63% of patients with this syndrome had multiple 
dysregulated endocrine/metabolic functions. The 
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most common were hyperthyroidism, precocious 
puberty and renal phosphate wasting.

Gnatic fibrous dysplasia usually appears in the 
second or third decade, which may be due to initial 
misdiagnosis or lack of symptoms. More than 90% 
of lesions are monostotic and affect only one bone, 
which is true only for the mandible in the craniofacial 
region because fibrous dysplasia lesions in the maxilla 
can cross sutures to the sphenoid, zygoma, skull base 
and frontonasal bones, thus affecting more than one 
bone (1, 9).

In fibrous dysplasia, the bone grows in the form of a 
painless swelling, while the maxilla and mandible are 
most often affected in the head and neck area, and the 
ethmoid bone is rarely affected. Once the definitive 
diagnosis has been made through histopathological 
studies of fibrous dysplasia, consultation is necessary to 
rule out an endocrine disorder (15). General imaging 
studies can rule out extracranial extension of fibrous 
dysplasia (plain radiographs, CT scans or bone scans). 
Clinically, lesions can be classified as inactive (stable), 
non-aggressive (slow growth) or aggressive (rapid 
growth ± pain, pathological fractures, malignant 
transformations, etc.) (1).

Maxillary lesions affect both orbital morphology 
and content and dental occlusion. At the mandibular 
level, it presents with a mass at the lower border of 
the mandible, and later the progression of the disease 
will lead to dysfunction (16). Oligodontia, enamel 
hypoplasia, enamel hypomineralization, as well as 
tooth wear, rotation and displacement are examples of 
dental anomalies in fibrous dysplasia. The infraorbital 
nerve and the inferior alveolar nerve may be involved 
in the lesion (1).

The progression of fibrous dysplasia often decreases as 
patients reach puberty; however, cases with ongoing 
active disease have been reported (1, 5). In adulthood it 
can be reactivated, for example, during pregnancy (1).

Akintoye et al. (8) observed four types of radiological 
changes in fibrous dysplasia: ground glass (granular/
condensed trabeculae), radiolucent (lytic), mixed 
radiolucent/radiopaque (mixed density), and 
radiopaque (sclerotic). The characteristic “ground 
glass” appearance is the result of interwoven or 
abnormal bone superimposed on a matrix of fibrous 
tissue (17). It has been observed that older subjects 
and patients treated with bisphosphonates have 
radiologically sclerotic lesions (8, 17).

Computed tomography is excellent for assessing the 
volume and morphology of tumors and can be helpful in 

determining the degree of bone involution. Magnetic 
resonance imaging offers a more preponderant 
specificity in neurovascular and ocular involution (5). 
A ground-glass appearance on CT scans, thinning of 
the cortical bone and bulging of the affected area are 
the distinctive and special features of fibrous dysplasia 
(5, 8). The indications for surgical procedures include 
functional and esthetic alterations of the affected area 
(8). In the present case, despite having marked facial 
asymmetry, the patient advocated a wait-and-see 
approach.

CONCLUSIONS
In this case report, the clinical-radiological 
characteristics of an adult patient with fibrous 
dysplasia could be appreciated, where the greatest 
dysplastic changes occurred after 25 years of age. The 
diagnosis was supplemented at the age of 15 years as 
McCune-Albright syndrome because it was associated 
with endocrine imbalances and café-au-lait spots. 
Deforming lesions were observed in the bones of 
the facial mass with marked asymmetry. Structural 
dental alterations and malocclusion determined 
the fundamental oral features. Radiological studies 
showed the typical ground-glass pattern and mixed 
density changes. A multidisciplinary approach and the 
use of appropriate diagnostic aids are important to 
establish the involvement of this disease.
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