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Consider this, the mandate is to produce an intelligible, 
informative and authoritative report on a clinical 
scenario, and a deadline is set of perhaps three weeks. 
Now do that once, then again, and yet again, and the 
next realisation is that there have been 150 deadlines 
met, 150 cases reported, 150 sets of radiographs and 
clinical photographs, 150 cameo presentations of 
enormous clinical import for practitioners. In a nutshell, 
that is the story of our series on Maxillo-Facial and Oral 
Radiography.
 
Curly Nortje, Christoffel Johannes Nortje, has in this issue, May 2017, scored 
a century and a half of continuous contribution, month by month, to the 
Maxillo-Facial and Oral Radiological series. And what a series it has been, 
covering the broadest spectrum of diseases and conditions affecting the oral 
and maxillo-facial region. Professor Nortje has delivered to us his wealth of 
experience and expertise, based on an extensive commitment to his special 
area of interest. In turn he has sparked the interest of countless colleagues, 
who have become so much more aware of the need for careful radiological 
investigations and knowledgeable diagnosis. The MFO Radiology Case 
arrives timeously each month, the CPD questions invariably attached, and 
Professor Nortje ensures that a high standard is maintained in all aspects. He 
is indubitably a world expert and fortunate indeed is South African Dentistry 
to have such acumen available in every issue of the SADJ.

This is an absolutely remarkable effort… if not unique. I am confident 
that when Curly first embarked on this series he had no concept of what 
commitment he was making. We are all the beneficiaries of his marvellous 
dedication.

The Journal records sincere appreciation to Professor Nortje and our 
congratulations on reaching such a significant milestone. We look forward to 
many more Maxillo-Facial and Oral Radiology cases.

I am personally most indebted to Curly, he is indeed a stalwart supporter! 

Editor
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A journalistic achievement of the 
highest order
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discussion
The term Jael’s Syndrome is an oblique Biblical reference to 
the murder of Sisera by Jael in Judges IV. V, .21” “Sisera was 
so tired that he fell sound asleep. Then Jael took a hammer 
and a tent-peg, went up to him quietly, and killed him by 
driving the peg through the side of his head into the ground.” 
The first report of Jael’s syndrome is attributed to Jefferson 
(1968) who described a severe, accidental craniofacial injury 
to a 16 year old boy who was impaled on a tent peg. The 
term was further defined by McKechnie (1986) who reported 
a case in which a fence post was driven through the temple 
of a 21 year old accident victim. Other grotesque injuries 

of this type have been previously reported. According to 
Harris et al (1988) the term Jael’s syndrome is an intentional 
craniofacial stab injury. To be sure, these cases do not 
represent tent peg homicides of a somnolent victim as in 
tale of Jael and Sisera. Despite this, they can be defined 
as Jael’s syndromes since deliberate penetrating wounds of 
the face resulted from an assault. What is surprising is the 
complete absence of serious signs and symptoms in these 
two patients.

Reference
Jefferson, A.A (1968) in McKechnie, J: A severe craniofacial 1. 
impalement injury (Jael’s syndrome). Brit. J. Oral Maxillofacial. 
Surg. 24 (1986) 258.
Harris A M P, Wood RE, Nortje CJ and Grotepass FG: 2. 
Deliberately inflicted penetrating Injuries of the maxillofacial 
region (Jael’s syndrome). J Cranio.Max. Fac. Surg. 16 (1988) 
60-3..

Maxillo-facial radiology case 138
SADJ March 2016, Vol 71 no 2 pxxx - pxxx
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Below are two cases of intentional knife wounds of the 
maxillofacial region, examples of trauma cases which do 
present fairly often at the Hospital for treatment. Clinical 
and radiological examination of case Case 1 (Figures 1, 
2, 3 and 4) revealed that the knife had passed through 
the right lateral wall of the orbit. The point of the knife 
was palpable subcutaneously near the left nasal bridge. 
There was proptosis and ptosis of the right eye. The knife 

blade was withdrawn along the same path as it had been 
inserted, with the patient under general anaesthesia. 
Case 2 (Figures 5 and 6) presented with a knife protruding 
from the patient’s eye socket. Radiographic examination 
revealed the path and the size of the knife. The knife was 
removed surgically in the same manner as the previous 
case. These deliberately inflicted injuries to the maxillofacial 
region are grouped into a syndrome…under what name? 

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of Dentistry, University of 
the Western Cape. E-mail: cnortje@uwc.ac.za
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InterpretatIon
There are numerous histologically different types of focal 
overgrowths which may occur on the gingiva, such as the 
peripheral giant cell granuloma, the pyogenic granuloma 
and the r lesions illustrated above in Figs A, B and C., 
which have been known by various names but may be best 
referred to as peripheral odontogenic fibromas. There is no 
universal agreement among all investigators that this lesion 
is in fact odontogenic in origin. The peripheral odontogenic 
fibroma can occur at any age, although it appears to be 
somewhat more common in children and young adults. 
The lesions are equally divided between the maxilla and 
mandible and over 80% occur anterior to the molar area. 
The clinical appearance of the lesion is characteristic but 
not pathognomonic. It presents as a well demarcated focal 
mass of tissue with a sessile or pendunculated base. It is the 
same colour as normal mucosa or slightly reddened (Fig A) 
and in some cases areas of calcification may be visible on 
the radiograph (Fig,B) The lesion most commonly appears 
to originate from an interdental papilla. The surface may be 
intact or ulcerated (Fig. C). In the vast majority of cases there 
is no apparent underlying bone involvement. 

Considerable confusion has previously existed in distinguishing 
between the peripheral ossifying fibroma and the peripheral 
odontogenic fibroma and these lesions were often in fact 
regarded synonymously. They are now considered to be  
distinct and separate entities. 

The peripheral ossifying fibroma occurs exclusively on the 
gingiva. It appears as a nodular mass, either pedunculated 
or sessile, that usually emanates from the interdental papilla 
and the colour ranges from red to pink. Most lesions are less 
than 2cm in size, although larger ones occasionally occur (Fig. 
D). The lesion predominates amongst  teenagers and young 
adults, with peak prevalence between ages of 10 and 19. 
Almost two thirds of all cases occur in females. There is a 
slight predilection for the maxillary arch, and more than 50% 
of all cases occur in the incisor/cuspid region. Usually the teeth 
are unaffected. Radiologically, peripheral ossifying fibromas 
are initially radiolucent and gradually develop increasing 
amounts of calcification/ossification as they mature (Fig. E). 
In very rare cases peripheral ossifying fibroma may present 
simultaneously in both the upper and lower jaws (Fig. F). 

reference
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CJ Nortjé

Below are clinical pictures and radiographs of patients presenting with a well demarcated focal mass occurring on the 
gingiva. Most reported series of cases show a predilection for occurrence in females with a mean age of 29 years. 
What is your diagnosis?

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of dentistry, University of 
the Western cape. e-mail: cnortje@uwc.ac.za
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INTERPRETATION
The important  difference between the cropped  pantomo-
graphs are the displacement of the 2nddeveloping perma-
nent molar (Blue arrows) and loss of bone surrounding the 
mandibular primary 2nd molar (Red arrow). A diagnosis of 
acute leukemia was made. Acute leukemia occurs mostly 
during the first decade of life, usually with gradual onset fol-
lowed by a rapid course of a few weeks to a few months. 
In general, it is difficult to distinguish between the various 
types of acute leukemia as the cells are in an immature.Oral 
manifestations are often found in the form of gingival abnor-
malities, petecchiae and ecchymosis, ulcers and bleeding 
of decreasing frequency. Very frequent is lymphadenopathy 
of the submandibular region. Radiological changes are said 
to occur in 60 % of children and 10% of adults. In adults 
changes are preferentially seen in the axial skeleton; in chil-
dren the appedicular skeleton is most commonly involved. 
Overall 50% of patients show radiological changes and 63% 

exhibit abnormalities on panoramic radiographs. The cardi-
nal radiological signs of acute  leukemia affecting tha jaws 
are:premature loss of teeth, generalized absence of the lam-
ina dura yellow arrow (Figure D),resorption of bone around 
the roots of both mandibular and maxillary first molar teeth, 
green arrows (Figure E), periapical radiolucency simulating 
typical inflamatory periapical changes, single, non cyst like 
radiolucency of the alveoar bone and generalized rarefaction 
of the jawbones, which may take the form of a reduction 
in the number of radiographically demonstrable trabeculae 
in the mandible or maxilla (Figure E). Ancillary radiological 
signs of acute leukemia are: absence of the follical wall of 
unerupted teeth, multiple well-defined radiolucencies, teeth 
including those in crypts displaced. Differential diagnosis inc
lude:hyperparthyroidism,neuroblastoma metastatic to bone 
and renal osteodystrophy.
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This six-year-old female patient (Figure A) presents with episodes of oral bleeding,fever, ulcerations affecting the submandibular 
region. Cropped pantomographs of the same patient was taken six weeks earlier (Figure B) with a follow-up pantomograph six 
weeks later (Figure C). What is the most important radiological differences between the cropped pantomographs?.

Fig. A Fig. B Fig. C 

Fig. D Fig. E 
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InterpretatIon

Upper left (Fig. A) Occipital mental view (caudally angled 
by 15 degrees) and upper right lateral skull view (Fig. B) 
shows a large, dense mass occupying the right ethmoid 
region and expanding into the right orbit. The lower right 
axial CT (Fig. C) and lower left coronal CT (Fig. D) shows a 
mass of uniform density in the right ethmoid sinus region. 
A histological diagnosis of a compact osteoma of the right 
ethmoid sinus was made. 

The osteoma is a slow growing benign bone tumour. It varies 
in size from a pea to a hen’s egg and may fill the entire sinus 
and extend into neighbouring structures. It has an incidence 
of approximately 0.25% in all routine examinations of the 
paranasal sinuses. The frontal sinus is the most common 
site of occurrence and the tumour is found less frequently 
in the ethmoid cells. Osteomas rarely occur in the maxillary 
or sphenoid sinuses. Pathologically, osteomas may be 
divided into compact or hard and cancellous or soft varieties 

depending upon the constituents of the lesion. The cancellous 
osteoma probably represents a form of fibrous dysplasia 
and should not be considered a true bone neoplasm. The 
lesion is more common in males than in females. It most 
often occurs during puberty and in the second and third 
decades of life. Most of the patients are asymptomatic and 
the tumour is a coincidental discovery during radiographic 
examination. Osteoma of the frontal sinus may produce 
deformity of the forehead, involvement of the orbit, and 
extension of the anterior cranial fossa. The radiological 
features of the compact osteoma are sharply defined, 
homogeneous rounded or lobulated, ivory-hard bony mass, 
either sessile or pedunculated. This type of osteoma is 
common. The cancellous osteoma appears as an irregularly 
defined, rounded or lobulated mass of less density, and may 
be mistaken for a soft tissue mass. This type of osteoma is 
rare. Gardner syndrome and familial adenomatous polyposis 
may be associated with multiple osteomas.

reference
Dodd GD, Jing B: Radiology of the Nose, Paranasal Sinuses 1. 
and Nasopharynx, Williams & Williams, Section 2 1977 p 
180-181

Maxillo-facial radiology case 139
SADJ April 2016, Vol 71 no 3 p131

CJ Nortjé

Below are images of the most common tumour of the paranasal sinuses. Discuss the radiographic features discernible 
and what your diagnosis is?

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of Dentistry, University of 
the Western Cape. E-mail: cnortje@uwc.ac.za
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InterpretatIon
The images represent features of Thalassemia which is a 
congenital, familial haemolytic anaemia, also named Cooley’s 
anaemia or Mediterranean anaemia.Three forms of the anaemia 
are recognised, the major, the intermediate and the minor type.
Thalasemia major is genetically the homozygous type with 
both parents having the abnormal haemoglobin, whereas 
the thalassemia minor is genetically the heterozygous type. 
Symptoms are almost exclusively connected with the major 
type. The excact nature of the disease is unknown, although 
it is recognized that the red blood cells in thalassemia major 
have a shortened life span and also contain fetal haemoglobin. 
This would suggest a defect in some component of the factors 
controlling the rate synthesis of adult haemoglobin (Hb A). The 
onset of the severe form of the disease (thalassemia major) is 
within the first two years of life. Siblings are commonly affected. 
The child has a yellowish pallor of the skin and exhibits fever, chills, 
malaise and a generalized weakness. Thalassemia is common 
in Africans but also in Italians and Greeks. The thalassemia trait 
may confer a degree of protection against malaria, which confers 
a selective survival advantage on carriers. Enlargement of the 
maxilla is the most noticeable change of the oral structures. The 

maxilla in children is rich in red marrow. Since the erythrocytes 
are deficient, the production is high and the marrow becomes 
hyperplastic; this causes the overgrowth. There is bulging of 
the alveolar process, and overbite or open bite is often present 
(Figure A courtesy of Dr. M, Ulmansky, Jerusalem, Israel). A 
coarse trabecular pattern of the alveolar bone of the maxilla 
and mandible is very often encountered as well as thinning of 
inferior cortex of the mandible and stepladder arrangement of 
interdentally trabeculae resembling very fine lattice (Figure B). 
Enlargement of the jaws in a vertical dimension is also discernible.  
In later stages the calvarium presents the classic “hair on end 
appearance” This is a very striking appearance. The individual 
bony spicules may stand above the bone for a distance of over 
a centimetre; there are many and they may involve the whole or 
greater part of the vault of the skull (Figures C and D). Treatment 
of thalassemia is regular transfusion protocol. Recent studies 
recommend RBC transfusion when the Hgb level is less than 
9.5g /dl. This therapy appears to be a reasonable compromise 
that is effective in reducing ineffective eryythropoiesis and other 
pathophysiologic consequences of thalassemia.
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The lower clinical picture and radiographs represents a condition where the general growth is retarded, the children are pale due 
to anaemia and the most noticeable change of the oral structures is enlargement of the maxilla. What is your diagnosis?

A B

C D
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InterpretatIon

Fig1&2: the large lesion of left mandible shows a honeycomb-
like distribution of calcifications. The borders are corticated. 
The tumour has displaced the mandibular molar tooth. A 
histological diagnosis of calcifying epithelial odontogenic 
tumour (Pinborg Tumour) was made. Fig.3 shows a Pindborg 
tumour: distal to left second premolar associated with 
displacement of the first molar tooth. Fig.4 shows a similar 
tumour with mixed lucency-opacity between right premolar 
and molar teeth. Figs 5&6 show coronal and axial CT views 
of a large Pindborg tumour affecting the right maxilla. Note 
the marked expansion and cortical destruction. Calcifying 
epithelial odontogenic tumour is a rare benign neoplasm; 
accounting for less than 1% of all odontogenic tumours.
The average age at diagnosis is 40 years; however, the 
tumour can occur at any age. It occurs equally in males 
and females. Approximately two thirds of cases are 

reported to occur in the mandible. Most cases occur in the 
premolar-molar area and are commonly associated with an 
unerupted tooth. The tumour is a painless, slowly enlarging 
mass. Histologically the tumour has a very characteristic 
appearance. Sheets of polyhedral cells with well-defined 
eosinophilic cytoplasm and hyperchromatic nuclei are 
featured. Amyloid and ringlike calcification may also be 
present. The tumour may be irregular or, in some cases, 
the cystic lesions may be well defined and corticated, 
whereas others appear ill defined. Small unilocular lesions 
may have a completely radiolucent centre (Fig.3). Others 
may have variable amounts of small flecks of calcifications 
scattered throughout. Larger lesions have a multilocular 
or honeycomb appearance. The tumour can displace 
and often prevent the eruption of teeth. Radiologically the 
tumour may be very similar to the calcifying odontogenic 
cyst, adenomatoid odontogenic tumour and ameloblastic 
fibro-odontoma.
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This 22 year old male patient (Figs.1&2) presented with a slow growing swelling in the left mandibular molar region. 
Figures 3,4,5 & 6 are images of three other patients with the same condition. Discuss the radiological features and what 
is your diagnosis?

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of Dentistry, University of 
the Western Cape. E-mail: cnortje@uwc.ac.za
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InterpretatIon

The cropped pantomograph and postero-anterior image 
(Figs.2&3) of the patient show a homogenous radiolucency 
in the right mandibular premolar and molar regions. Note 
the extensive calcification present in another case and the 
apparent dentigerous relationship to an impacted and displaced 
mandibular canine (Fig.4). A histological diagnosis of a calcifying 
odontogenic cyst (COC) was made. The calcifying odontogenic 
cysts are developmental odontogenic lesions which are 
believed to arise from odontogenic epithelial remnants in the 
gingivae or in the mandible or maxilla. Over the years since 
its first description, it has become clear that the COC has a 
number of variants, including features of a benign odontogenic 
tumour. The COC was first described by Gorlin et al. (1962, 
1964) who were impressed by the significant presence of 
so-called ‘ghost cells’ and its histological resemblance to the 
cutaneous calcifying epithelioma of Malherbe. The eponym of 
‘Gorlin cyst’ is frequently used. Since its early description the 
lesion has been widely recognised, occurring both peripherally 

and centrally in the jaws, while its origins, pathogenesis 
and histopathological variations have evoked considerable 
discussion in the literature. Patients range widely in age (1 to 87 
years) with a peak incidence for detection in the second decade 
of life. Some reports suggest that the cysts have a predilection 
for females, whereas other studies show no gender bias. 
More than 70% of COC are associated with the maxilla. The 
anterior segments of the jaw are most commonly affected. The 
calcifying odontogenic cyst may appear initially as a unilocular 
or multilolcular radiolucency with discrete, well demarcated 
margins. Irregular sized calcifications may be scattered in the 
radiolucency, producing variable degrees of opacity. This may 
produce a “salt and pepper” appearance. Denser opacities 
are likely to be present if the cyst is associated with a complex 
odontoma. The COC is treated by surgical enucleation unless 
it is associated with another odontogenic tumour in which case 
wider excision may be required.
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This thirty five year old male patient presented with a slow growing swelling in the right body of the mandible (Fig.1).The 
patient also experienced intermittent pain from time to time in the region of the swelling. What are the most important 
radiological features and what is your diagnosis?

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of Dentistry, University of 
the Western Cape. E-mail: cnortje@uwc.ac.za
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InterpretatIon
A diagnosis of frontonasal malformation was made. 
Frontonasal malformation has been defined as a 
combination of two or more of the following characteristics: 
hypertelorism, broadened nasal bridge, medium facial 
cleft affecting the nose and the upper lip and sometimes 
the palate, unilateral or bilateral clefting of the nasal alae, 
lack of formation of the nasal tip. The appearance of 
cranium bifidum (also known as cleft skull or enlarged 
parietal foramina) is characterized by the unsuccessful 
midline migration of the cranial vault, and a V-shaped 

hairline prolongation onto the middle of the forehead. The 
clinical picture (Fig. A) shows many of the characteristics 
mentioned above. The postero-anterior view of frontonasal 
malformation (Fig.B) shows hypertelorism, a widened nasal 
bridge and persistence of the metopic suture (arrow). A 
further postero-anterior view (Fig. C) shows persistence of 
the anterior fontanelle and a widened nasal bridge (arrow) 
with concomitant hypertelorism. The Waters view (Fig.D) 
demonstrates the  hypoplastic maxillary sinuses. There is 
also.marked hypertelorism and a widened nasal bridge.
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CJ Nortjé

Below are a clinical picture and skull radiographs of a patient having a developmental field defect, probably occurring 
between 21 and 70 days of uterine life, rather than an individual syndrome. As such the etiology and pathogenesis are 
probably heterogeneous. What is your diagnosis?

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of Dentistry, University of 
the Western cape. e-mail: cnortje@uwc.ac.za
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InterpretatIon
The above images are examples of cleft palate and cleft 
lip. After clubfoot, cleft lip and cleft palate are the most 
frequently encountered congenital deformities. Cleft 
palate is a defect in the continuity of the palate resulting 
from incomplete development or maturation of embryonal 
processes. It is often but not invariably accompanied by 
cleft lip. Cleft palate may be an isolated occurrence or 
may be part of various specific syndromes. Cleft palate 
varies greatly in severity and tissue involvement. The hard 
or soft palate, or a combination of both, can be affected. 
Frequently, clefts of the hard palate extend anteriorly 
through the alveolar ridge and lip, deviating to the right 
and/or left in the premaxilla. Sometimes, although much 
less often, the premaxillary defect is bilateral (Figs. A, 
B, C). When the alveolar ridge is affected, teeth in the 
region may be missing (Fig. D), deformed, or displaced, 

or supernumerary teeth can be present. The etiology is 
not completely understood, but heredity plays a role. 
Chromosomal abnormalities and exogenous factors are 
recognized as having etiologic impact, and a positive 
relationship between advancing age of parents and 
frequency of cleft has been demonstrated On occasion 
only the soft palate or a bifid uvula is involved (Fig. E). 
In unilateral cases of combined total cleft lip and palate, 
the vomer is in most cases connected with the palatal 
plate of the non-affected side In about half of cases, other 
developmental abnormalities are present. These include 
a variety of specific syndromes, congenital heart defects, 
polydactyly or syndactyly, hydrocephalus, spine bifida, 
and mental deficiency.
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Below are clinical and radiographic images of a condition that may occur in about 1 in 1,000 live births. It is reportedly 
most common in the Japanese and least common in Negroes. What is your diagnosis?

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of Dentistry, University of 
the Western cape. e-mail: cnortje@uwc.ac.za
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InterpretatIon
A diagnosis of Apert syndrome was made. Apert syndrome 
is a rare developmental condition characterized by premature 
cranial synostosis and resultant growth disturbances. Signs 
of Apert syndrome include a peaked and vertically elongated 
head, widespread bulging eyes, and a protuberant frontal 
region with an anteroposterior ridge overhanging the 
frontal eminence (Figure A). The palate is high, arched and 
occasionally cleft (Figure B). There is hypoplasia of the 
maxilla with relative prognatism of the mandible. Dental 
malocclusions with crowding and delayed dental eruption 
in the maxilla are common (Figure C). The facial angle is 
exaggerated; the nose is small and has been compared to a 
parrot’s beak in appearance. Hypertelorism, exophthalmos 
and divergent strabismus are often present; sometimes with 
blindness. Spina bifida has been recorded in some patients. 
Syndactyly of the hands and feet varies greatly. Hand films 
in Apert syndrome showing syndactyly with fusion of three 

fingers in both hands and webbing (Figure D). Syndactyly of 
the feet in the same patient is also discernible (Figure E) Note 
the tall (turricephalic) skull, open metopic suture, and faint 
beaten-silver appearance of the calvarium. Skull base and 
roof of the calvarium are flattened, with a noticeable beaten-
silver appearance (Figure F). The 3-D CT reconstruction of the 
same patient showing hypoplastic maxilla with posterior cleft 
(Figure G) The patient may be retarded or of normal intelligence. 
Apert syndrome may be associated with advanced paternal 
age. The cardinal radiologic features of Apert syndrome are: 
Brachycephalic (reduced anteroposterior dimension of the 
skull with increased skull width). Turricephaly (occurrence of 
a skull with high vertical index.), beaten silver appearance 
of the calvarium, absence of demonstrable cranial sutures 
in coronal dimension in young patients, hypoplastic maxilla 
and syndactyly of the hands and feet. Differential Diagnosis: 
Crouzon’s disease, Pfeifer syndrome, Carpenter syndrome 
and Summit syndrome.

reference
Farman AG, Nortje CJ, Wood RE. Oral and Maxillofacial Imaging, 1. 
1st Ed, Mosby, St. Louis, Missouri, 1993, pp. 107-109.

Maxillo-facial radiology case 135

SADJ September 2015, Vol 70 no 8 p351

CJ Nortjé

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of Dentistry, University of 
the Western cape. e-mail: cnortje@uwc.ac.za

This patient presented with a sunken concave midface, anterior open bite, vertically elongated head, wide spread bulging 
eyes, various impacted teeth and chronic pain on the left side of the face. She also has syndactyly of the hands and feet. 
The same condition is also present in several members of her family. What is your diagnosis?
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InterpretatIon
Cropped pantomograph showing sharply demarcated lytic 
lesions of left mandibular ramus and angle and an enlarged 
mandibular notch, red arrow (Figure C). Follow-up cropped 
pantomograph 3 years later showing subperiosteal “blister” 
lesion at left mandibular ramus, fusiform enlargement of the 
left mandibular canal, and “elongated” left condyle, blue 
arrows (Figure D). Lateral skull radiograph demonstrating 
neurofibroma subjacent to mandible has resulted in 
upward displacement of lower border, yellow arrow 
(Figure E). Figure F is a coronal CT scan showing the soft 
tissue mass affecting the left orbit. A diagnosis of multiple 
neurofibromatosis was made. The classic description of 
this disease was given by von Recklinghausen in 1882 and 
the disease is often mentioned together with his name. The 
main features of the disease are the presence of multiple 
subcutaneous neurofibromas, and café au lait cutaneous 
pigmentation. Neurofibromatosis occurs in all races and is 
found in about 1 in 3,000 in the general population. Affected 
patients develop multiple neurofibromas. Superficial 

lesions are sessile or pedunculated, frequently consisting 
of numerous smooth-surfaced nodules that are widely 
distributed in the skin. Deeper, more diffuse lesions, or 
“elephantiasis neuromatosa” are often large in dimension. 
Moreover, most affected individuals have asymmetric areas 
of alanine pigmentation of the skin, termed café au lait spots. 
Intraoral neurofibromas occur in up to 20% of cases. When 
neurofibromas are present within the jaws, they are usually 
associated with the mandibular nerve, resulting in a fusiform 
enlargement of the canal with pain or paraesthesia. In the 
early literature, malignant transformation of neurofibromas 
was reported to occur in 15% of patients. Radiolucent 
defects involving the maxilla and mandible have been 
described in some cases. Generally the radiolucent areas 
are closely related to the foramina of the trigeminal nerve. 
The cardinal radiologic features are: fusiform enlargement 
of mandibular canal, sharply defined, and occasionally 
corticated radiolucency, subperiosteal ”blister“ lesion and 
enlargement of the jaw adjacent to a soft tissue tumour.
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Maxillo-facial radiology case 134
SADJ August 2015, Vol 70 no 7 p313

CJ Nortjé

This 20 year-old male patient presenting with periorbital and facial soft tissue masses of the left side of the face and a 
swelling affecting upper left maxilla (Figure.A, B).  The patient also presents with mental retardation and epilepsy. What is 
your diagnosis?   

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of Dentistry, University of 
the Western cape. e-mail: cnortje@uwc.ac.za
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InterpretatIon
A soft tissue mass (Fig. B) with an underlying multilocular bone 
lesion is discernible. There is also destruction of the superior 
border of the cortex. Due to the presence of paraesthesia a 
provisional diagnosis of a malignancy was made. Histological 
diagnosis confirmed the presence of a metastatic prostate 
carcinoma. Secondary or metastatic carcinoma is the 
commonest malignant tumour in bone. Notwithstanding the 
frequency with which bone is involved in metastatic disease, 
the jaws are rarely affected. The unsolicited complaint of 
numbness or paraesthesia is the main symptom, and it is very 
striking how frequently it occurs and yet is neglected. The 
most frequent sites of metastasis to bone are areas occupied 
by red bone marrow. Most carcinomas that occur in the jaws 
from metastasis often arise in the central portion of the jaws, an 
area richest in red marrow. Metastases may occur anywhere 
in either jaw, but there seems to be a preference for the third 
molar region of the mandible. Fig. C is a case of metastatic 
adeno-carcinoma of the lung, showing a well circumscribed 
but uncorticated lytic lesion while Fig. D (red arrow) is a 
metastatic carcinoma of the uterus which presented after a 

loose tooth was extracted. Note the irregular “moth-eaten” 
rarefaction adjacent to first molar and second premolar teeth 
of a metastatic carcinoma of the breast (Fig. F). Metastases 
in bone show two main radiographic appearances, firstly, 
frank destruction of an area of bone without new bone 
formation within the lesion or adjacent bone. In this instance, 
the lesion is considered to be relatively slow growing and 
less aggressive than other malignant presentations, such as 
moth-eaten and infiltrative patterns. The second radiographic 
appearance of the lytic or radiolucent type of metastasis in the 
jaw has considerable resemblance to some manifestations of 
osteomyelitis characterized by the presence of many areas of 
bone destruction, some of which may not be more than 2 mm 
in diameter. Generally, osteomyelitis presents a moth-eaten 
pattern only. Pathologic fracture may be seen in the area 
of rarefaction, although this is very uncommon. Metastatic 
disease is more common in older age groups, with a mean 
age in the mid-fifties.

references
Pindborg, J.J & Hjorting-Hansen, E: Atlas of Diseases of the 1. 
Jaws. W.B Saunders, 1974: p 50-4.
Farman AG, Nortjé CJ & Wood R E: Oral and Maxillofacial 2. 
Imaging, 1st Ed, Mosby. St. Louis, Missouri 1993 p 300-4.

note: Permission has been granted to reproduce the photograph of the patient.

Maxillo-facial radiology case 130
SADJ May 2015, Vol 70 no 4 p164

CJ Nortjé

This elderly man (Fig. A) presents with a history of a painful slow growing soft tissue swelling in his right jaw. The patient also 
reported paraesthesia of the right lower lip as well as paroxysms of intense general bone pain. During clinical examination of 
the oral cavity a very large soft tissue swelling was observed in the right angle and body of the mandible. You decide to take a 
panoramic radiograph of the jaws. What is your diagnosis?

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of dentistry, University of 
the Western cape. e-mail: cnortje@uwc.ac.za
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INtErPrEtAtIoN
The pantomograph (Fig.2) show a well demarcated ovoid ra-
diolucent lesion in the left body and ascending ramus of the 
mandible features consistent with a benign neoplasm. The 
unerupted third molar was displaced mesially. An incisional bi-
opsy was carried out and a histological diagnosis of chondro-
myxoid fibroma was made. When the tumor was removed, an 
easily discernible dissection plane was found and the surgeon 
did not have the clinical impression of malignancy. The whole 
area was thoroughly curetted. Histological examination of the 
excised specimen confirmed the initial biopsy. There were no 
signs of recurrence at follow-up until 3 years later, when the 
patient presented with a swelling in the same area as previ-
ously. There was no lymphadenopathy. Radiographs showed a 
radiolucent lesion in the same area, but with less demarcation 
than the initial lesion (Fig.3). A hemimandibulectomy was per-
formed and a vitallium splint inserted .At this stage a diagnosis 
of a mesenchymal chondrosarcoma was made. However, reg-
ular follow-up examinations revealed no signs of recurrence. 
Four years later she presented with an extensive swelling in the 
same area, stretching from under the skin of the left cheek to 
bulge into the left pharyngeal wall; it was also palpable in the 
suprahyoid and infratemporal regions. She was complaining of 
pain in this area as well as her lower back. CT showed a mass 

which had invaded the left maxillary sinus with destruction of 
its lateral wall and erosion of the lateral pterygoid plate and cra-
nial base in the region of foramina ovale and spinosum (Fig 4). 
Scintigraphy revealed areas on increased uptake in the lungs 
and tenth thoracic vertebra. A biopsy of the affected vertebra 
revealed a mesenchymal chondrosarcoma with a chondro-
myxoid appearance in some areas. Treatment with Adriamycin 
combined with radiation therapy commenced but she died 3 
years later when autopsy confirmed multiple metastases. Two 
major possibilities exist to explain in the course of this patient (1) 
a malignant transformation occurred in a correctly diagnosed 
chodromyxoid fibroma or (2) the initial biopsy represented a 
chondrosarcoma with foci similar to chondrosarcoma. Chon-
drosarcomas may be underdiagnosed with some frequency. 
Weiss and Bennet (2) found that chondrosacomas in the head 
and neck region occur commonly in the mandibular molar area, 
so one should be most cautious of apparently benign cartilagi-
nous tumor. A disturbing factor in this case for me personally is 
the six year of discomfort and pain the patient originally expe-
rienced. It is very important if a patient presents with pain and 
discomfort is to make a diagnosis as soon as possible.

references
F W Grotepass, G Wyma, C J Nortje and A G Farman: 1. 
Chondrosarcoma initially diagnosed as a chondromyxoid 
fibroma: malignant transformation, Dentomaxillofac.Radiol 17: 
139-143, 1988.
W W Weiss and J A Bennett: A Chondrosarcoma, a rare tumor of 2. 
the jaws. J Oral Maxillofac Surg 44: 73-79, 1986.

Maxillo-facial radiology case 132
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cJ nortjé

A sixteen year old female with a six year history of discomfort and pain in the left body and angle of the mandible during 
which time the first and second molar teeth had been extracted. Prior dental records including radiographs were not 
available. She had a slight clinical swelling of the left cheek (Fig.1) Intra-oral examination revealed both buccal and lingual 
expansion of the mandible in the retromolar area. No lymphadenopathy was detected.

cJ nortjé: BChD, PhD, ABOMR, DSc. Faculty of dentistry, university of 
the western Cape. e-mail: cnortje@uwc.ac.za
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InterpretatIon
The cropped pantomograph demonstrates a tooth presenting 
an extensive carious lesion with widening of the periodontal 
ligament space, and a well circumscribed diffuse radiopaque 
mass of sclerotic bone surrounding the root apices (red 
arrow). This is suggestive of focal sclerosing osteomyelitis, 
also known as condensing osteitis. The condition can be 
described as a predominantly proliferative reaction occurring 
in the periapical region as a result of pulpal necrosis. It is 
rather common, and is usually found in young individuals, 
especially before the age of 20 years. The mandibular 
molar teeth seem to be the most frequently involved. Focal 
sclerosing osteomyelitis is usually asymptomatic, but some 
patients have mild symptoms. The only classical sign may 
be a large carious tooth or a large restoration with marginal 
deficiencies. The second type of sclerosing osteomyelitis is 
known as diffuse sclerosing osteomyelitis (Fig.3) which is 
similar to the focal form except that the proliferative reaction 
is more generalized and commonly results from generalized 
periodontal disease instead of pulpal degeneration. 
Diffuse sclerosing osteomyelitis is not a very common 

condition. It can occur at any age but, in contrast to focal 
sclerosing osteomyelitis, is more common in older patients, 
especially black females. It is also more common in the 
mandible; especially in the edentulous regions. It is usually 
symptomatic. The patient complains of tenderness and 
pain in the affected part of the jaw. These exacerbations are 
usually accompanied by suppuration, elevated temperature 
and an increased erythrocyte sedimentation rate. In young 
patients facial asymmetry is a common feature, resulting 
from swelling along the lower border of the mandible. In 
summary, sclerosing osteomyelitis can be described as a 
predominantly proliferative reaction of bone to infection 
occurring in patients with high host resistance or a low 
grade infection. The infection acts as a stimulus rather than 
irritant; producing proliferation instead of destruction. Bone 
is deposited along existing trabeculae, resulting in thickening 
of the trabeculae and reduction or obliteration of the marrow 
spaces. The success of operative treatment is often 
questionable, and since in many cases there is a tendency 
to a spontaneous regression, conservative treatment and 
observation is often recommended.
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Maxillo-facial radiology case 143
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CJ Nortjé

This 30 year old female presented with slight pain and discomfort and intermittent attacks of severe, itching pain in the 
third quadrant.The affected jaw is enlarged (Figs. 1&2). What is your diagnosis?

CJ Nortjé: BChD, PhD, ABOMR, DSc. Faculty of Dentistry, University of 
the Western Cape. E-mail: cnortje@uwc.ac.za
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