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Abstract: Background: Gorham’s disease is a disorder that results as destruction and resorption of osseous matrix and is
characterized by proliferation of vascular channels. We here reported a rare case of Gorham’s disease that gave response to
radiotherapy. Our aim is to remind the clinicians about this rare entity, and to discuss the etiopathology, clinical presentation
and treatment options for patients with Gorham’s disease. Case Report: 32 years old male patient had admitted to neurosurgery
department for pain, weakness and limitation of motion at the head and neck. Osteolysis was detected at the bodies of 1, 2 and
3. vertebrae. After a number of examinations and excisional biopsy, the patient was diagnosed as Gorham’s disease. Cervical
stabilization was made but after 3 years, the patient’s complaints had occurred again and a restabilization was made. 2 years
after; with increased complaints, the patient was send to our clinic for consultation and radiotherapy (RT) was applied to the
destructive parts of the bones. 2 months after RT, the patients’ complaints had a significant decrease both clinically and
radiologically. Conclusion: Gorham’s disease can be seen in both men, women and at any age group, although most cases are
diagnosed before the age of 40 years. No familial predisposition has been found. The disease may affect the appendicular or
the axial skeleton. The exact nature of the disease process is unknown. The medical treatment for Gorham’s disease includes
radiation therapy, anti-osteoclastic medications (bisphosphonates), and alpha-2b interferon. As laboratory studies are usually
within normal limits in most cases, diagnosis can often be delayed. By the light of clinical findings with characteristic
radiographic and histopathological findings, an early diagnosis can be possible.
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1. Introduction 2. Case Report

Gorham’s disease is an extremely rare disorder of the
musculoskeletal system. In 1954, Gorham and colleagues

32 years old male patient had complaints of pain,
weakness and limitation of motion at his neck and head. He

reported on two patients with massive osteolysis of the bone
(1). In 1955, Gorham and Stout provided a more
comprehensive report on this subject (2). Based on their
experience and the available case reports from the literature,
they found that “Gorham’s disease is usually associated with
an angiomatosis of blood vessels and sometimes of lymphatic
vessels, which seemingly are responsible for it”.

In the past 59 years, numerous papers have been published
about Gorham’s disease but the etiology of Gorham’s disease
still remains poorly understood and largely unknown (3).

had admitted to the department of neurosurgery, and his
cervical computed tomography scans (CT) showed osteolysis
and destruction at the bone bodies of 1.,2. and 3. vertebrae.
The whole bone structure was scanned but no additional
lesion was detected. Excisional biopsy showed diffuse
hemangiomatosis at the spongious bone tissue and
significantly increased osteoclastic activity around the
cortical tissue with bone resorption.

With diagnose of Gorham’s disease, cervical stabilization
was applied to the patient. After 3 years, he had admitted to
hospital with severe head and neck pain and fracture was
detected at the same area. Restabilization was applied and
Clodronate (1600mg/day) therapy was started for 2 years.
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As the severity of pain(Visual Analog Scale(VAS):9) and
lytic lesions had increased in his follow up, the patient was
send to our clinic for consultation and radiotherapy(RT) was
applied to the destructive parts of the bones at 18 fractions
with a dose of 36 Gy. 2 months after RT, the patients
complaints had a significant decrease (VAS:1) both clinically
and radiologically(Figure-1: osteolysis before radiotherapry.
Figure-2: osteolysis after radiotherapy).

Figure 2. osteolysis after radiotherapy

3. Conclusion

The etiology and pathophysiology of this poorly
understood disease have not been determined yet. The
pathological process is the replacement of normal bone by an
aggressively expanding but non-neoplastic vascular tissue,
similar to a hemangioma or lymphangioma(4-7).
Proliferating neovascular tissue causes massive bone loss. At
the early stage of the lesion, the bone undergoes resorption,
and is replaced by hypervascular fibrous connective tissue
and angiomatous tissue. Involved bones histologically show a
non-malignant proliferation of thin-walled vessels; the
proliferative vessels may be capillary, sinusoidal or
cavernous. At the late stages, there is progressive dissolution
of the bone leading to massive osteolysis, with the osseous
tissue being replaced by fibrous tissue. The stimulus that
generates this change in the bone is unknown (5).

Clinical manifestations can vary and depend on the
affected site. Presentations can be as a relatively abrupt onset
of pain and swelling in the affected extremity, or with history
of insidious onset of pain, limitation of motion, and
progressive weakness in the involved limb. This may be

accompanied with soft-tissue weakness and/or atrophy.
History of significant trauma makes the limb painful, forcing
the patients to report their symptoms to their family
physician and providing for an early diagnosis of Gorham’s
disease in some cases.

The degree of osseous deformity in patients with Gorham’s
disease may become severe, but serious complications are
not frequent. Paraplegia related to spinal cord involvement
may occur in patients who have involvement of vertebrae
with resultant osteolysis(8). Thoracic cage, pulmonary, or
pleural involvement can lead to compromise of respiratory
function and death can ensue. Infections of bone and septic
shock have also been rarely reported.

Some imaging methods can be used in the evaluation of
Gorham’s disease. Plain radiographs, radioisotope bone scans,
computed tomography (CT), and magnetic resonance
imaging (MRI) have all been used in such evaluations (7,9-
11).

Clinicians have to rule out other common (in contrast to
the extremely rare Gorham’s disease) underlying causes of
osteolysis such as infection, cancer (primary or metastatic),
inflammatory or endocrine disorders for diagnose.

So that the disease is rare, there is no standard therapy
available. The medical treatment for Gorham’s disease
includes radiation therapy, anti-osteoclastic medication
(bisphosphonates), and alpha-2b interferon (12-15). The
principal treatment modalities are surgery and radiation
therapy. Surgical methods are: resection of the lesion, and
reconstruction using bone grafts and/or prostheses. Definitive
radiation therapy in moderate doses (40-45 Gy in 2 Gy
fractions) appears to result in a good clinical outcome with
few long-term complications (16). If vital structures are not
involved, the prognosis for patients with Gorham’s disease is
generally good.

Physicians must take a detailed history and perform a
complete physical examination for all patients who present
with osteolysis of the shoulder or pelvic girdle, long bones,
or vertebrae. When diagnosed: definitive radiation therapy in
moderate doses can give good response to clinical outcome
with few long-term complications.
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