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5th stage                                                                                                  Dr Labeed Al Samarrai  

                                                                                                                   OMFS. FICMS  

                                                 Fibroosseous lesions  

The concept of "fibro-osseous lesions" of bone has evolved over the last several decades to include 

two major entities: 

1-  Fibrous dysplasia . 

2-  Ossifying fibroma . 

less common lesions such as :- 

1- Florid osseous dysplasia . 

2- Periapical dysplasia . 

3- Focal sclerosing osteomyelitis . 

4- Proliferative periostitis of Garré, and osteitis deformans.  

Reed viewed fibrous dysplasia as an arrest of bone maturation, whereas ossifying fibroma was 

believed to be a benign neoplasm of bone, in which normal bone architecture was replaced by a 

tissue composed of collagen fibers, fibroblasts, and various amounts of calcified tissue with the 

potential for unlimited and destructive growth.   

Some Author advocated  

 Priodontal origin of ossifying fibroma. The periodontal ligament has been shown to be 

capable of producing cementum and osteoid. 

 Primitive mesenchymal cells in areas such as the ethmoid bone and long bones may produce 

cementum at sites distant from odontogenic tissue. 

 Ossifying fibroma :- 

 Ossifying fibroma is an common benign neoplasm of bone that has the potential for excessive 

growth, bone destruction, and recurrence.  Montgomery was the first to coin the term "ossifying 

fibroma" (1927) It is clinically and microscopically similar, if not identical, to cementifying fibroma. 

Composed of a fibrous connective tissue stroma in which new bone is formed, it is classified as one 

of the benign fibroosseous lesions of the jaws . 

 

Clinical Features:- 

1- Tends to occur during the third and fourth decades of life. 

2- In women more than men. about 5:1 

3- In mandible more than maxilla.  

4- It is a slow-growing, asymptomatic, and expansile lesion, leading to thinning of buccal and 

lingual cortical plate. 

5- In the head and neck, ossifying fibroma may be seen in the jaws and craniofacial bones. 

6- Lesions of the jaws characteristically arise in the tooth-bearing regions, most often in the 

mandibular premolar-molar area .  

7- Usually solitary . 

8- A variant of ossifying fibroma, juvenile (aggressive) ossifying fibroma Psammomatoid 

ossifying fibroma , has been described in children and young adults . Most affected 

individuals are younger than 15 years of age. This lesion most commonly involves the 

paranasal sinuses and periorbital bones, where it may cause exophthalmos, proptosis, 

sinusitis, and nasal symptoms. This rare tumor behaves in a more local aggressive fashion 

than does ossifying fibroma, and it may require more extensive surgery when encountered 

even maxillectomy some time is indicated . 

            Microscopically, juvenile ossifying fibroma is highly cellular and contains trabeculae  

           or spheroids of new bone.  
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9- Cementifying fibroma, cementoossifying fibroma,  are terms occasionally used when the bony 

islands in these lesions have a round or spheroidal shape(cementum ). These tumors occur in 

similar age-groups and locations, exhibit comparable clinical characteristics, and have the 

same biologic behavior. They are, for all practical purposes, the same lesion as ossifying 

fibroma. 

 

Radiographically :- 

The most important radiographic feature of this lesion is the well-circumscribed, sharply defined 

border.  

Lesions may appear as unilocular or multilocular radiolucencies .  

A mixed radiolucent-radiopaque image is seen when islands of tumor bone are densely calcified. The 

roots of teeth may be displaced and, less commonly, tooth resorption is seen. 
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                       Axial and coronal view of the head showing Juvenile ossifying fibroma  

Histopathology:- 

1- Ossifying fibroma is composed of fibrous connective tissue with fibroblasts.  

2- Bony spheroids, trabeculae, or islands are evenly distributed throughout the fibrous stroma . 

Bone is immature and often surrounded by osteoblasts. 

 

Treatment and Prognosis :- 

Treatment of ossifying fibroma is most often accomplished by surgical removal using 

curettage or enucleation. The lesion can typically be separated easily from the surrounding normal 

bone.Recurrence is described only rarely after removal. 

 

 

Fibrous dysplasia :- 

Fibrous dysplasia is a condition in which normal medullary bone is replaced by an abnormal fibrous 

connective tissue proliferation in which new, non maturing bone is formed. 

  

Clinical Features.  

1- Most commonly presents as an asymptomatic, slow enlargement of the involved bone.  

2- It may involve a single bone or several bones concomitantly.  

3- Monostotic fibrous dysplasia is the designation used to describe the process in one bone.  

Monostotic fibrous dysplasia is much more common than the polyostotic form, accounting 

for as many as 80% of cases. Jaw involvement is common in thisform of the disease. Other 

bones that are commonly affected are the ribs and femur  

4- Fibrous dysplasia occurs more often in the maxilla than in the mandible. 

5- Maxillary lesions may extend to involve the maxillary sinus, zygoma, sphenoid bone, and 

floor of the orbit. This form of the disease, with involvement of several adjacent bones, has 

been referred to as craniafacial fibrous dysplasia.  

6- The most common site of occurrence with mandibular involvement is in the body portion.  

7- The slow, progressive enlargement of the affected jaw is usually painless and typically 

presents as a unilateral swelling. As the lesion grows, facial asymmetry becomes evident and 

may be the initial presenting complaint. The dental arch is generally maintained, although 

displacement of teeth, malocclusion, and interference with tooth eruption may occasionally 

occur. Tooth mobility is not seen. 

8- Characteristically has its onset during the first or second decade of life. 

9- Self limiting and tend to stabilized during puberty .   

10- Polyostotic fibrous dysplasia applies to cases in which more than one bone is involved.  

http://www.ispub.com/ispub/ijorl/volume_4_number_2_33/sinonasal_ossifying_fibroma_a_study_of_six_cases_and_review_of_literature/fibroma-fig1.jpg
http://www.ispub.com/ispub/ijorl/volume_4_number_2_33/sinonasal_ossifying_fibroma_a_study_of_six_cases_and_review_of_literature/fibroma-fig2.jpg
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11- McCune-Albright syndrome and also  been described. Jaffe-Lichtenstein syndrome   (osteitis 

fibrosa disseminate ) consists of  

A- Polyostotic fibrous dysplasia (characterized by multiple bone lesions of fibrous 

dysplasia 

B- Cutaneous melanotic pigmentations (cafe-au-laitmacules) caffe with milk 

pigmentation which well defined generally unilateral tan macul on the trunk & thigh 

which may be congenital.   

C- Endocrine abnormalities. The most commonly reported endocrine disorder consists 

of        

1- Precocious sexual development(Precocious puberty) in girls, which 

represent the most common endocrine problem  

2- Acromegaly, hyperthyroidism, hyperparathyroidism, and 

hyperprolactinemia. 

3- Menstrual bleeding  may occur in 1st few month of life , breast development 

& pubic hair  may be apparent with in 1st few years of life  

 

             - The polyostotic form tends to occur more commonly in females. 

              

                                           
 

Radiographically :- 

1- The classic lesion has been described as "ground glass" or "peaud' orange" effect. This 

characteristic image, which is most identifiable on intraoral radiographs, is not, however, 

pathognomonic.           

2- Unilocular or multilocular radiolucencies, especially in long bones.  

3- Additional radiographic features that have been described include a fingerprint bone pattern . 

4- A uniformly radiopaque mass have been seen in long standing disease  . 

 

An important distinguishing feature of fibrous dysplasia is the poorly defined radiographic and 

clinical margins of the lesion. The process appears to blend into the surrounding normal bone 

without evidence of a circumscribed border. . 

 

       



5 
 

 

 

   
      

  Histopathology:- 

1- A slight to moderate cellular fibrous connective tissue stroma that contains foci of irregularly 

shaped trabcculae of immature woven bone. 

2- The bony trabcculae assume irregular shapes likened to Chinese characters. Capillaries 

typically are prominent and uniformly distributed. 

 

Differential Diagnosis :- 

1- The primary differential consideration for fibrous dysplasia of the jaws is ossifying fibroma, 

The well circumscribed ossifying fibroma and the ease with which it can be separated from 

normal bone as compared with the diffuse fibrous dysplasia often serves as the differentiating 

factor As previously noted, clinical, radiographic, and microscopic features must be 

considered together in order to distinguish these processes.  

2- Chronic osteomyelitis may occasionally mimic the radiographic appearance of fibrous 

dysplasia. But the associated tenderness, pain, or drainage of osteomyelitis is distinguish 

feature.  

3- The slowly progressive, asymptomatic nature of fibrous dysplasia usually allows 

differentiation from malignant tumors of bone. 

4- Periapical cementoosseous dysplasia in posterior teeth may appear radiographically 

similar and require a biopsy to separate it from ossifying fibroma. 

5- Pagets disease of bone. 

 

Treatment and Prognosis:- 

 After a variable period of growth, fibrous dysplasia characteristically stabilizes,although a 

slow advance may be noted into adulthood.  

 Small lesions may therefore require no treatment other than biopsy confirmation and periodic 

follow-up. 

 Large lesions that have caused cosmetic or functional deformity may be treated by surgical 

recontouring. This procedure is generally deferred until after stabilization of the disease 

process. En bloc. resections for complete removal are impractical and unnecessary, because 

the lesions arc relatively large and poorly delineated. 

 Malignant transformation is a rare complication of fibrous dysplasia ,Many of the patients 

reported on were treated with radiation therapy, suggesting a role for radiation in the 

transformation process, although malignant change has been documented in the absence of 

radiation treatment. 
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Cemento –osseous  dysplasia  

In 1992 by the World Health Organization classified cemento-osseous dysplasia , based on age, sex 

and histopathologic, radiographic and clinical characteristics, as well as location of the lesion. 

However the. The term 'cementosseous dysplasia' is a histopathological term, yet diagnosis can be 

decided by clinical and radiographic findings. These lesions are characterized by replacement of 

bone by connective tissue matrix, the matrix displaying varying degrees of mineralization .  

 

Classification includes :-  

A-  periapical cemental dysplasia :-  

1- Lesions confined to the anterior mandible, within the space between the canines,  

2- Generally are painless lesion. 

3- Usually not causing expansion of the cortex.   

4- Female to male ratio 14:1.   

5- Most lesion detected between 30-50 years. 

6- The associated tooth are vital. 

7- Radiographically, early lesion may appear lucent lesion involving the apical part of the 

teeth , serial radiograph  shown that the lesion mature with time to have mixed 

radiolucenct and opaque  appearance , the end stage , circumscribed  dense calcification 

surrounded  be lucent area and it is seldomly exceed 1 cm the lesion is self limiting no 

treatment is needed – 

 

 

 

B- Focal cement osseous dysplasia :- 

It is recently described entity that is thought to fall between the periapical osseous dysplasia 

and florid one some investigator have suggest that is disease is the commonest form of fibro-

osseous lesion in oral and maxillofacial region.  

1- About 80% occur in female. 

2- Posterior mandible is the predominant region  

3- Almost it is asymptomatic most lesion smaller than 1.5 cm.   

 

Histopathologically :- 

The fragment consist from irregular trabeculi of woven bone, deposit of cementum like 

matrix, collagenous stroma. 

Treatment  

No treatment is needed but periodic follow-up is recommended, because occasional cases 

were observed to progress into florid osseous dysplasia. 

most important characteristic feature is that, it is often difficult to be removed  from the bone 

cavity in one piece so removed as multiple fragment  of gritty tissue this feature allow the 

distinguish  from ossifying fibroma that separated easily from the bone and removes in one 

fragment 

 

C- Florid cemento-osseous dysplasia :- 

The term florid cement-osseous osseous dysplasia (FCOD) ,describe a condition of exuberant 

multi quadrant masses of cementum and/or bone in both jaws and in some cases, simple bone 

cavity like lesions in affected quadrant .  

1- (FCOD) is not associated with any other extragnathic abnormalities and there are no 

abnormalities in blood chemistry of patients .  

2- The disease has a striking tendency for bilateral occurrence, often presenting 

symmetrically in the jaws .  

3- When the lesions are large, jaw expansion may be noted and symptoms of dull pain may 

be noted in the involved area.  
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4- Black women are affected more than 90% .  

5-  In some cases, a familial trend can be observed . The process may be totally 

asymptomatic and, in such cases, the lesion is detected when radiographs are taken for 

some other purposes  

6- Symptoms  such as dull pain or drainage are almost always associated with exposure of 

sclerotic calcified masses in the oral cavity that appear as yellowish avascular  bone that 

lead to low grade osteomyelitis .  

 

Radiographically:-  

radiographic appearance of FCOD depends on the degree of maturation of the lesion.  

The lesion may appear as radiolucent, mixed in which  the lesions appear as multiple sclerotic 

masses that may or may not be surrounded by radiolucent halo and  located in two or more quadrants 

or as completely sclerotic mass . 

Most of the times, these lesions are diagnosed incidentally on routine radiographic examination 

 

                       
                                           periapical cemental dysplasia 

 

                         
   .Panoramic radiograph showing multiple radiopaque lesions in the periapical region of the mandible. Note that the 

epicenter of the lesions is above the inferior alveolar canal. 
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A-Periapical radiographic image showing the absence of lamina dura surrounding the apical region of affected teeth 

B-Occlusal radiograph showing slight buccal expansion at the molar region in the right side of the mandible 

 

Differential diagnosis :- 

1-  FCOD lesions must be differentiated from Paget's disease . Paget's disease is polyostotic and 

shows raised alkaline phosphatase levels which is not a consistent feature of FCOD  

2-  Gardner's syndrome  ,  FCOD has no other skeletal changes, that required to make the 

diagnosis of Gardner syndrome like Osteomas ,skin tumors “Fibromas Lipomas 

,Neurofibromas  and Pigmented skin lesions . Soft tissue cyst “ Epidermoid cysts”   and 

dental anamolies (eg, unerupted teeth, supernumerary teeth) may occur”  & Pigmented skin 

lesions  thus can be differentiated from Gardner's syndrome.  

3- Chronic diffuse osteomyelitis. 

 

Diagnosed of FCOD based on the clinical and characteristic radiographic features. since  most 

patient  remained asymptomatic 

 

Management of these conditions . 

The current methods of management of FCOD are not discussed satisfactorily. The onset of 

symptoms is usually a sign that there may be an inflammation. In such cases, 

1- The tooth can be managed endodontically. 

2- Administration of antibiotics is also indicated. 

3- Extraction must be avoided due to poor socket healing (impaired blood circulation in the 

affected area of bone). 

4- Extensive surgical resection and saucerization are proposed treatment options when lesions 

become extensive and symptomatic Reconstruction of the surgical defect (vascularised grafts) 

have been reported to have 95% success.  

5- Sequestration of the dead bone is slow process and end in healing   

6- The lesion is usually benign and requires no treatment unless cosmetically concerning or 

becomes symptomatic; However treatment of secondary infection of this lesion can be 

difficult and complicated . 

 

 

4- Focal sclerosing osteomyelitis , “osteitis “  other Synonyms include  , bony scar, 

condensing osteitis, and sclerotic bone  

Etiology: 

Focal sclerosing osteitis is a relatively common phenomenon that is believed to represent a focal 

bony reaction to a low-grade inflammatory stimulus. It is usually seen at the apex of a tooth with 

long-standing pulpitis. 

This lesion may occasionally be adjacent to a sound, unrestored tooth, suggesting that other etiologic 

factors such as malocclusion may be operative. 



9 
 

 

The term focal periapical osteopetrosis has also been used to describe idiopathic lesions associated 

with normal, caries-free teeth. 

 

Clinical Features:  

1- It may be found at any age but is typically discovered in young adults. 

2- Usually asymptomatic, and most lesions are discovered on routine radiographic examination. 

3- A majority are found at the apices of mandibular first molars.  

4- When teeth are extracted, these lesions remain behind indefinitely . 

 

Radiographically:- 

1- The lesion maybe uniformly opaque. 

2- It may have a peripheral lucency with an opaque center; or may have an opaque periphery with a 

lucent center . 

 

  
A-Focal sclerosing osteomyelitis  associated with apex of 1st molar, B-Residual scar after tooth removal  

 

Differential Diagnosis: 

1- Periapical cemental dysplasia . 

2- Osteoma . 

3- Complex odontoma . 

Treatment :- 

Because it is believed to represent a physiologic bone reaction to a known stimulus, the 

lesion itself need not be removed.  

A biopsy might be contemplated to rule out more significant lesions that received serious 

consideration in the differential diagnosis.  

 

 

5-Proliferative periostitis of Garré  ,Garre's osteomyelitis , Chronic osteomyelitis with 

proliferative periostitis :- 

The eponym Carre's osteomyelitis has been applied to this condition after the author, Dr. K. Garre, 

.The disease he described was most common in the femur. 

 

Etiology: 

Essentially a subtype of osteomyelitis that has a prominent periosteal inflammatory reaction as an 

additional component. 

It most often results from a periapical abscess of a mandibular molar tooth. 

It is most common in children. 

 

Clinical Features:- 

1- It is uncommonly encountered  but  has been described in the tibia, and in the head and neck 

area it is seen in the mandible.  
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2- Is seen almost exclusively in children. 

3- It typically involves the posterior mandible and is usually along the inferior border of 

mandible. 

4- The maxilla is seldom affected  

5- Asymptomatic bony, hard swelling with normal appearing overlying skin and mucosa. 

6- On occasion, slight tenderness may be noted.  

 

Radiographically:-  

The lesion appears centrally as a mottled, predominantly lucent lesion in a pattern consistent with 

that of chronic osteomyelitis. The feature that provides the distinctive difference is the periosteal 

reaction. This, best viewed on an occlusal radiograph, appears as an expanded cortex, often with 

concentric or parallel opaque layers. Trabeculae perpendicular to the onionskin layers may also be 

apparent. 

 

 
Proliferative periostitis. A, Diagram of periosteal new bone formation in a layered or "onionskin" appearance. The 

integrity of the original cortex is usually maintained. Band C, Two cases of proliferative periostitis in the first molar 

region of the mandible. B, The definite layering effect and the rarefying osteitis are evident at the apex of the pulpless 

molar. C, The layering effect is not as noticeable in this more radiopaque periostitis (arrow). which was caused by a 

chronically infected second deciduous molar tooth that had been extracted recently. 

 

Histopathology:- 

1- Reactive new bone typifies the subperiosteal cortical response.  

2- Perpendicular orientation of new trabeculae to cortical bone .  

3- Marrow spaces contain fibrous tissue. Inflammatory cells are often surprisingly scant, making 

microscopic differentiation from fibroosseous lesions a diagnostic challenge . 
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Differential Diagnosis:- 

Lesions included in the differential diagnosis for a condition that resembles proliferative periostitis 

are  

1- Ewing's sarcoma,may produce a radiolucent lesion but with the sun-ray appearance of 

osteogenic sarcoma.  a moth-eaten type of destruction is more typical of Ewing's sarcoma. 

Ewing's sarcoma also shows rapid, unrestricted growth and often produces a paresthesia of 

the lip. 

2- Fibrous dysplasia , but a careful inspection of the radiograph usually reveals the ground-glass 

appearance. 

3- Osteogenic sarcomas. The radiographic image of this tumor, however, usually appears more 

irregular, and the sunburst effect (if present) is so characteristic that the two entities are not 

likely to be confused. 

4- A callus developing around a healing fracture may also appear as a peripheral radiopacity. A 

history of trauma and radiographic evidence of the fracture line help identify the callus. 

5- A hematoma may develop subperiosteally after trauma to a bone. This collection of 

extravasated blood occasionally ossifies, resulting in a peripheral radiopaque enlargement of 

the bone. The radiopacity is more mottled appearance, coupled with a history of trauma to the 

suspect area  

6- Since tori, exostoses, and peripheral osteomas also occur at peripheral borders of the 

mandibular body they are more nodular and require months and years to increase appreciably 

in size. 

 

Treatment :- 

Identification and removal of the offending agent are of primary importance in chronic osteomyelitis 

with proliferative periostitis.  

Removal of the involved tooth is usually required. Antibiotics are generally included early in this 

treatment. The mandible then undergoes gradual remodeling without additional 

surgical intervention 

 

 

Paget’s disease of bone 

 Is a condition characterized by abnormal resorption and deposition of bone, resulting in distortion 

and weakening of the affected bones. The cause of Paget’s disease is unknown, but inflammatory, 

genetic, and endocrine factors may 

be contributing agents.  

Clinical and radiographic features  

- Paget’s disease is relatively common.  
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- The disease principally affects older adults and is rarely encountered in patients younger than 

40 years of age.  

- Men are affected more often than women, and whites are affected more frequently than 

blacks. 

- Asymptomatic disease often is discovered in radiographs taken for unrelated reasons or from 

an unexpected elevation in serum alkaline phosphatase.  

- Although the disease may be monostotic (i.e., limited to one bone), most cases of Paget’s 

disease are polyostotic (i.e., more than one bone is affected). 

Some patients may remain relatively asymptomatic. 

- Symptoms vary.  Bone pain, which may be quite severe, is a common complaint.  

- Pagetic bone often forms near joints and promotes osteoarthritic changes, with associated 

joint pain and limited mobility. 

- The lumbar vertebrae, pelvis, skull, and femur are the most commonly affected bones.  

- Affected bones become thickened, enlarged, and weakened. Involvement of weight-bearing 

bones often leads to a bowing deformity, resulting in what is described as a simian 

(monkeylike) stance.  

- Paget’s disease affecting the skull generally leads to a progressive increase in the 

circumference of the head. 

- Jaw involvement is present in approximately 17% of patients diagnosed with Paget’s disease.  

- Maxillary disease, which is far more common than mandibular involvement, results in 

enlargement of the middle third of the face. In extreme cases, the alteration results in a lion-

like facial deformity (leontiasis ossea). Nasal obstruction, enlarged turbinates, obliterated 

sinuses, and deviated septum may develop secondary to maxillary involvement.  

- The alveolar ridges tend to remain symmetrical but become grossly enlarged. If the patient is 

dentulous, then the enlargement causes spacing of the teeth. Edentulous patients may 

complain that their dentures no longer fit because of the increased alveolar size. 

Radiographically: 

- The early stages of Paget’s disease reveal a decreased radiodensity of the bone and alteration 

of the trabecular pattern. Particularly in the skull, large circumscribed areas of radiolucency 

may be present (osteoporosis circumscripta).  

- During the osteoblastic phase of the disease, patchy areas of sclerotic bone are formed, which 

tend to become confluent. The patchy sclerotic areas often are described as having a “cotton 

wool” appearance.  

- Teeth often demonstrate extensive hypercementosis. 

- Bone scintigraphy should be performed to evaluate fully the extent of involvement. Bone 

scan may demonstrate marked uptake throughout the entire mandible from condyle to 

condyle, a feature that has been termed black beard or Lincoln’s sign. 

- Radiographic findings of Paget’s disease may resemble those of cemento-osseous dysplasia.  

Histopathologic features  

uncontrolled alternating resorption and formation of bone.  

A characteristic microscopic feature is the presence of basophilic reversal lines in the bone. These 

lines indicate the junction between alternating resorptive and formative phases of the bone and result 
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in a “jigsaw puzzle,” or “mosaic,” appearance of the bone. 

 

 Paget’s disease. Marked enlargement of the cranium with new bone formation above the outer table 

of the skull and a patchy, dense, “cotton wool” appearance. B- “Cotton wool” appearance of the 

bone. 

Diagnosis  

- Elevations in serum alkaline phosphatase levels” which is sensitive marker “with normal 

blood calcium and phosphorus levels. Serum alkaline phosphatase levels is elevated in other 

conditions, such as cholelithiasis, therefore other laboratory studies are indicated to confirm 

the diagnosis.  

- Urinary hydroxyproline levels often are markedly elevated. 

The clinical and radiographic features, combined with supportive laboratory findings, are typically 

sufficient for diagnosis. Histopathologic examination can be confirmatory but often is unnecessary 

for a strong presumptive diagnosis. 

Treatment  

- Although Paget’s disease is chronic and slowly progressive, it is seldom the cause of death. 

- In asymptomatic patient, treatment often is not required unless the alkaline phosphatase is 

more than 25% to 50% above normal.  

- When symptomatic, bone pain is noted most frequently and often may be controlled by 

acetaminophen or nonsteroidal anti-inflammatory drugs (NSAIDs).  

- Neurologic complications, such as deafness or visual disturbances, may result from bony 

encroachment on cranial nerves passing through skull foramina. 

Pharmacologic antiresorptive therapy is recommended.  Use of parathyroid hormone (PTH) 

antagonists, such as calcitonin and bisphosphonates, can reduce bone turnover and improve 

the biochemical abnormalities. Other drugs such as alendronate and risedronate, which 

provide enhanced control of bone turnover.  

- Edentulous patients may require new and larger dentures periodically to compensate for 

progressive enlargement of the alveolar processes.  

- Dental complications include difficulties in extraction of teeth exhibiting significant 

hypercementosis.  

- During active disease, pagetoid bone is extremely vascular with multiple arteriovenous 

shunts. Oral surgical procedures during this time can result in extensive hemorrhage. During 

the later sclerotic phase, the bone is hypersensitive to inflammation and can develop 

osteomyelitis with minimal provocation. 



14 
 

 

- Development of a malignant bone tumor, usually an osteosarcoma, is a recognized 

complication of Paget’s disease. Osteosarcoma in Paget’s disease is very aggressive and 

associated with a poor prognosis. 

- Benign and malignant giant cell tumors also may develop in bones affected by Paget’s 

disease. Most of these occur in the craniofacial skeleton. 

 

Osteopetrosis  

Is a group of rare hereditary skeletal disorders characterized by a marked increase in bone 

density resulting from a defect in remodeling caused by failure of normal osteoclast function. 

Defective osteoclastic bone resorption, combined with continued bone formation and endochondral 

ossification, results in thickening of cortical bone and sclerosis of the cancellous bone. 

(1) infantile and (2) adult osteopetrosis.  

The clinical severity of the disease varies widely, even within the same pattern of osteopetrosis. 

Clinical and radiographic features  

Infantile osteopetrosis  

- Is inherited as an autosomal recessive trait. 

- Patients discovered with osteopetrosis at birth or in early infancy usually have severe disease 

that is termed malignant osteopetrosis.  

- It leads to a diffusely sclerotic skeleton. Marrow failure, frequent fractures, and evidence of 

cranial nerve compression are common. 

- The initial signs anemia with hepatosplenomegaly resulting from compensatory 

extramedullary hematopoiesis. 

- Increased susceptibility to infection is common as a result of granulocytopenia.  

- Facial deformity develops in many of the children, manifesting as a broad face, 

hypertelorism, snub nose, and frontal bossing.  

- Tooth eruption almost always is delayed.  

- Failure of resorption and remodeling of the skull bones produces narrowing of the skull 

foramina that press on the various cranial nerves and results in optic nerve atrophy and 

blindness, deafness, and facial paralysis.  

- In spite of the dense bone, pathologic fractures are common.  

- Osteomyelitis of the jaws is a common complication of tooth extraction. 

- Radiographically, there is a widespread increase in skeletal density with defects in 

metaphyseal remodeling. The radiographic distinction between cortical and cancellous bone 

is lost.  

In dental radiographs, the roots of the teeth often are difficult to visualize because of the 

density of the surrounding bone. 

Less severe variants of infantile osteopetrosis exist and have been termed intermediate 

osteopetrosis. 

Adult osteopetrosis  

- Adult osteopetrosis is usually discovered later in life and exhibits less severe manifestations.  

- In most patients, this pattern is inherited as an autosomal dominant trait and has been termed 

benign osteopetrosis.  
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- The axial skeleton usually reveals significant sclerosis, whereas the long bones demonstrate 

little or no defects.  

- Approximately 40% of affected patients are asymptomatic, and marrow failure is rare. 

- Occasionally, the diagnosis is discovered initially on review of dental radiographs that reveal 

a diffuse increased radiopacity of the medullary portions of the bone.  

- In symptomatic patients, bone pain is frequent. 

- Two major variants of adult osteopetrosis are seen. 

A- One form, cranial nerve compression is common, although fractures occur rarely.  

In contrast, the second pattern demonstrates frequent fractures, but nerve compression is 

uncommon.  

- When the mandible is involved, fracture and osteomyelitis after tooth extraction are 

significant complications. 

- Treatment and prognosis  

Adult osteopetrosis, is usually associated with long-term survival because of the mild 

severity of the disease. 

Infantile osteopetrosis In contrast, the prognosis without therapy is typically poor, with most 

affected patients dying during the first decade of life.  

- Bone marrow transplantation is the only hope for permanent cure  

- Interferon gamma-1b, often in combination with calcitriol, has been shown to reduce bone mass, 

decrease the prevalence of infections, and lower the frequency of nerve compression. 

- Osteomyelitis of the jaws requires rapid intervention to minimize osseous destruction. 

Appropriate drainage and surgical débridement, bacterial culture with sensitivity, appropriate 

antibiotic therapy, and reconstruction if necessary. The infection often requires prolonged 

antibiotic therapy, with fluoroquinolones and lincomycin often being most effective.  

- Hyperbaricoxygen is useful in promoting healing of recalcitrant cases 

 

 Osteopetrosis. This 24-year-old white 

man has the infantile form of osteopetrosis. He has mandibular osteomyelitis, and multiple draining fi stulae are 

present on his face. 
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Osteopetrosis. Extensive mandibular involvement is apparent in this radiograph of a 31-year-old woman. She 

received a diagnosis of osteopetrosis as a child. There is a history of multiple fractures and osteomyelitis of the 

jaws. 
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