Letters to the Editor

Gorham disease of mandible
treated with post-operative
radiotherapy

Sir,

Gorham disease is considered a rare disease which is
characterized by spontaneous, massive osteolysis and
usually has a progressive course which eventually
results in disappearance of the bone and its replacement
with fibrous tissues. This condition is also known as
Gorham—Stout syndrome, massive osteolysis, phantom
bone disease, vanishing bone disease, disappearing bone
disease, and progressive osteolysis.!!

A 19-year-old college student presented with complaint
of pain in the left lower jaw along with loosening of teeth.
On local examination, the patient had swelling in the left
lower jaw. On radiograph, loss of bone was apparent in the
left lower jaw suggestive of osteolysis with evident erosion of
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left condylar process [Figure 1]. Contrast-enhanced computed
tomography (CECT) scan was done which corroborated
osteolysis in mandible with no lymphadenopathy or any
other abnormality[Figure 2]. Histopathology was suggestive
of chronic non-specific inflammation with lymphocytic
infiltrates and absence of Langerhan’s cells. The serum
calcium level was normal, whereas serum alkaline phosphatase
(ALP) was slightly elevated. Hence, in view of clinical and
radiological features, a diagnosis of Gorham disease was
made. Subsequently, debridement and reconstruction of
mandible with a stainless steel plate were done [Figure 3].
The operative specimen histopathology was again showing
fibrous connective tissue with features suggestive of chronic
non-specific inflammation. After 6 weeks of surgery, the
patient was treated with external beam radiotherapy by 40
Gy in 20 fractions over a period of 4 weeks [Figure 4]. He
tolerated treatment well with only Grade 1 skin reactions. The
patient has a follow-up of 7 months with sustained relief in

pain [Figure 5].

Gorham disease is a rare osteolytic disorder with
only around 200 cases reported in English literature.
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Figure 1: Panoramic radiograph of mandible showing loss of bone of
left lower mandible

Figure 3: Radiograph showing reconstruction of mandible with a
stainless steel plate

Figure 5: Excellent cosmesis after 7 months of completion of
radiotherapy

Idiopathic osteolysis was first described by Jackson
in 1838.121 In 1955, Gorham and Stout established
its clinical and pathological features, hence it is also
known as Gorham-Stout disease. The age of onset as
reported varies from 1 month to 75 years, but is more
commonly seen in the second and third decades of life.
It can affect any bone of the body with predilection
for pelvis, head and shaft of humerus, and mandible.
About 40 cases involving maxillofacial region have been
reported with mandible being the commonest site.[

Gorham disease is a diagnosis of exclusion which can be

Figure 2: Preoperative computed tomography (CT) scan of face
showing left lower mandible destruction

Figure 4: Eclipse treatment planning system image showing left lateral
field and the dose color wash

made only after reviewing the clinical, radiological and
histopathological findings. Common bone diseases like
hyperparathyroidism, metabolic bone disease and Paget's
disease should be excluded to reach at this diagnosis. The
patient may present with features of pathological fractures
such as bony tenderness, deformity or muscular atrophy,
and weakness secondary to bone loss. Blood investigations
are essentially normal. Computed tomography (CT) scan
can evaluate the extent of bone destruction and soft
tissue extension. Magnetic resonance imaging (MRI) may
be preferable for the purpose of soft tissue delineation.
Bl Histopathological examination essentially remains
non-contributory with findings of mostly non-specific
features suggestive of chronic inflammation. Devlin et
al® implicated interleukin-6 (IL-6) as a potential humoral
mediator. Their study demonstrated that levels of IL-6
in a patient with Gorham disease to be seven times the
normal level. It was also seen that there was increased
osteoclastogenesis and osteoclastic bone resorption in vitro
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that was prevented with pre-treatment neutralizing antibody
to IL-6.

Treatment aims at arresting the process of progressive
osteolysis and providing mechanical support for the
loss of bone. Surgery and radiotherapy are considered
the mainstay of managing these lesions. Radiotherapy
in moderate doses (25 Gy-40 Gy in conventional
fractionation)!”] has been used to arrest osteolysis.
Recently, long-term therapy with bisphosphonates
has been used with benefit in this condition.l®! Other
treatment options such as chemotherapy, calcium,
fluoride, vitamin D, hormones, amino acids, adrenal
extracts, UV radiation, somatotrophin, and transfusions
of placental blood or blood from growing young children
have been tried and have shown limited success.
Spontaneous recovery has also been documented in few
cases.['” This condition is usually compatible with life
if involving extremity. However, it can be fatal in cases
where vital structure like chest wall is involved.

In cases with active disease, it has been proposed
that radical resection of involved bones followed by
radiotherapy in moderate doses (30-50 Gy) should be
delivered to arrest the disease process.”!'"'?l Surgical
reconstruction should not be done in active phase due to
risk of lyses of autologous bone grafts. In active disease
where radical resections of bones are not possible,
radiotherapy alone may be used as a definitive therapy.['!

In conclusion, this report adds to the sparse literature on
Gorham disease as a case which has been treated with
surgery and post-operative radiotherapy with satisfactory
outcome.
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Congratulations to Dr Shailesh Bondarde for conducting a very successful
ICON ASCO Cancer Research Workshop as well as 27" ICON Meeting at Nashik from
14" and 16" September 2012

Congratulations to Dr Hemant Malhotra for conducting a very successful
Best of ASCO Meeting at Jaipur from 22" to 24" June 2012
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