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CASE REPORT
An eight-year-old male patient arrived at the Hospital for the first 
time in 2008, with chief complaint of torticollis and neck pain. 

Four years before the admission he was hospitalized to treat 
acute bacterial meningitis at another hospital. Six months later, the 
patient was again admitted to the same hospital with a diagnosis of 
recurrent bacterial meningitis. Computed Tomography (CT) scan of 
the head was performed during this second infectious episode and 
heterogeneous abnormalities were detected in the occipital bone 
[Table/Fig-1] and left mastoid process [Table/Fig-2]. A biopsy of the 
occipital bone was performed, which showed chronic osteomyelitis. 
The infection was considered to be resolved after 60 days of the 
treatment with broad spectrum antibiotics.

At the first time we evaluated the patient, neurological examination 
revealed gait disturbance, mild spastic tetraparesis and bilateral 
signs of pyramidal release. MRI of the head and cervical spine were 
performed, identifying Chiari I malformation associated with cervical 
syringomyelia and osteolytic lesions of the occipital bone and in the 
four upper vertebrae [Table/Fig-3]. The patient was submitted to a 
posterior fossa decompressive craniectomy. The gross specimen 
was a spongy cortical bone with some foci of necrosis. The tissue 
had poor bone marrow and fibrotic accumulation of lymphocytes 
and plasma cells. Intraosseous dilated blood vessels were also 
seen.
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ABSTRACT
Gorham’s syndrome is a rare osteolytic disease in which progressive and spontaneous resorption of bone occurs. We present a case 
of a boy who presented with Chiari I malformation and recurrent meningitis without fistula. The patient was submitted to occipital 
bone biopsy and due to lymphocytic infiltration and intraosseous vascular ectasia the diagnosis of Gorham-Stout Syndrome was 
made. The patient underwent conservative treatment but, unfortunately he died by cardiorespiratory arrest secondary to atlanto-
occipital dislocation. This case emphasizes the rarity of this pathology and the previously unreported association with recurrent 
meningitis without fistula.

[Table/Fig-1]: CT scan of the head, bone window, showing osteolytic lesion on 
the occipital bone mostly on the left side (black arrow). 

[Table/Fig-2]: CT scan of the head, bone window, showing osteolyitc lesion on 
the left mastoid process (white arrow).

[Table/Fig-3]: MRI of the head and cervical spine, T2-weighted, showing caudal 
displacement of cerebellar tonsils suggesting Chiari I malformation (white arrow) 
and cervical syringomyelia (red arrow). There is also hyperintensity of the skull base 
bones and the four upper cervical vertebrae (grey arrows).

After an extensive analysis, the conclusion was that histological and 
radiological findings were suggestive of a benign vascular lesion 
that affects bone and soft tissues such as angiomatosis or vascular 
malformation. Despite this, the exact aetiology could not be defined at 
this time.

The patient maintained a normal life during the two years following 
surgery, but after this period, cervical pain recurred and a new 
investigation with radiological images [Table/Fig-4-6] identified 
that both the cervical and the skull base lesions had progressed, 
showing signs of osteolysis and bone resorption. The patient had 
no other complaints. Therefore, Gorham’s disease was confirmed 
after thorough investigation. At this point, we proposed a palliative 
treatment with zoledronic acid and interferon alpha-2β. Despite 
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being a benign condition, the angiomatous proliferation may affect 
the adjacent soft tissue, leading to its destruction. The osteolysis 
usually arrests spontaneously, but there is not any specific sign 
related to when it will happen, which makes its behaviour difficult 
to predict [2].

The diagnosis of Gorham’s disease is performed by clinical, 
radiological and histopathological assessment, seeing that 
laboratorial tests have not shown any role in this. Despite the fact of 
MRI routinely used for investigation of the underlying cause of the 
disease, CT scane imaging plays a very important role since it is 
through this that the osteolysis will be clearly evidenced.

During the research in the literature, we found solely eight cases 
about Gorham’s disease associated and Chiari I malformation 
[1,3-8]. However, this seems to be a considerable data since it is 
estimated to have approximately 200 cases reported, which are 
spread by all regions of the body and not only skull base. Jea A et 
al., has proposed a mechanism about how this could happen [8]. 
Furthermore, whether decompressive surgery is the management 
of choice is still under discussion [1,6].

The association between meningitis and Gorham’s disease seems 
not to be a rare finding, for the reason that the lymphangiomatous 
process predispose to Cerebrospinal Fluid (CSF) leakage which 
provides free entry for microorganisms. However, we found 
only six cases in the literature and all these reports were related 
to fistula of the petrous bone [1,9-13]. In our case, the patient 
presented with recurrent meningitis without any evidence of fistula. 
If only lymphangiomatous process by itself predispose to bacterial 
infections or it causes micro lesions in the dura allowing the entry of 
microrganisms, we did not find any evidence.

The management of Gorham’s disease is still unclear. Treatment 
options such as interferon alpha-2β, corticosteroid, vitamin 
D, pamidronate, calcium supplementation, zolidronic acid, 
somatotrophic hormone have been used without success [2,6]. 
The role of radiation therapy remains uncertain. Even though some 
reports have shown some success, there is also an issue related to 
worsening of lymphatic obstruction that cannot be ignored [8]. In 
fact, treatment is usually symptomatic to date. Schell A et al., have 
reported a case of an occipito-cervical-thoracic fusion which was 
successfully treated [14]. Our patient was palliatively treated with 
interferon alpha-2β and zoledronic acid in a desperate attempt to 
prevent the progression of the disease. Nonetheless, to date we 
unfortunately agreed that a spinal fusion probably would have been 
more effective. 

COnCluSiOn
Gorham’s disease is a benign and self-limiting condition. We 
reported the first case of Gorham’s disease associated with Chiari I 
malformation and recurrent meningitis without fistula. Although both 
associations of recurrent meningitis and Chiari I malformation are 
found to be rare in the literature, we believe that these conditions 
are intrinsically related to Gorham’s disease.
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[Table/Fig-6]: CT scan of the head, bone window, showing massive osteolysis of 
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[Table/Fig-4]: CT scan of the head and upper cervical spine, showing osteolysis 
and bone resorption at the craniocervical junction (black arrows). There is also focal 
calvarial thinning at the occipital region (white arrow).

[Table/Fig-5]: CT scan of the head and upper cervical spine, 3D reconstruction, 
posterior view, revealed osteolytic destruction of the bone elements of the cranio-
cervical junction.

our efforts, the patient died due to destruction of the cervical skull 
transition and consequent medullary bulb compression.

DiSCuSSiOn
Gorham’s disease, also known as disappearing bone disease, is 
a rare bone disorder characterized by lymphangiomatosis of bone 
which leads to massive osteolysis and replacement of bone with 
fibrosis and vessels. This condition may affect any bone and occur 
at any age, although it is most often in upper arm or shoulder, girdle 
and mandible [1,2]. The signs and symptoms are normally related to 
region affected. It does not exhibit inheritance pattern or preference 
for gender or race. Further, history of trauma, as a trigger, has been 
quite associated.

The pathophysiology is still poorly understood, however it has been 
well described in the literature the involvement of a proliferation of 
thin-walled and endothelial-lined capillary. Lymphatic vessels can 
also be found. The role of osteoclasts is still controversial. In spite of 
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