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Abstract

Introduction: Gorham's disease is a very rare musculoskeletal disorder characterized by progressive resorption of
one or more skeletal bones. Most of the 200 cases reported earlier are diagnosed before the age of 40 years. Due to
rarity, the diagnosis of Gorham's disease in the Emergency Department may be very difficult.

Case presentation: We report a case of Gorham'’s disease. A 23-year old Caucasian man presented to the Emergency
Department with a significant loss of power and sensation of the lower limbs and lower torso. Clinical examination,
computed tomography, and magnetic resonance imaging revealed resorption of the ribs and vertebrae, severe
kyphosis, and spinal stenosis in the thoracic area. The patient underwent several surgical procedures, including spon-
dylodesis and decompression, and made a good initial recovery. Biopsy confirmed the diagnosis of Gorham's disease.

Conclusion: We present a young man with Gorham's disease visiting the Emergency Department. After the proper
diagnosis and treatment, our patient had good outcome, although the etiology of this rare disease is uncertain.

Keywords: Gorham's disease, Resorption, Osteolysis, Chylothorax

Introduction

Gorham’s disease is a rare condition of uncertain etiology
characterized by progressive resorption of one or more
skeletal bones [1, 2]. Although the condition was first
reported in 1838 by Jackson and meticulously described
in 1955 by Gorham, there are about 200 published cases
to date [3-5].

There is no evidence of a genetic, malignant, neuro-
pathic, or infectious component involved in the causa-
tion of this disorder. The mechanism of bone resorption
remains unclear, although it is characterized by local pro-
liferation of small vascular or lymphatic vessels resulting
in progressive destruction and resorption of bone [6, 7].
Gorham’s disease may involve men or women of any age
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group, although most cases are diagnosed before the age
of 40 years. Clinical findings and symptoms vary depend-
ing on the affected site [5]. The most serious manifesta-
tion, which develops in approximately 17% of patients,
is pleural effusion (chylothorax), especially when the
disease affects ribs, scapula, or thoracic vertebra, as
described by Tie et al. [8].

As a part of development of the new specialty of Emer-
gency Medicine in Finland, we are continuously ana-
lyzing and developing our clinical environment and
practices [9—12]. In this paper, we present a rare case of
Gorham’s disease presenting to the Emergency Depart-
ment (ED) of a secondary care hospital in Finland.

Case presentation

A 23-year old Caucasian nonsmoking man with no past
medical history presented to the ED of Kanta-Héme Cen-
tral Hospital, Southern Finland, in October 2011 with
bilateral numbness of the lower limbs. His walking had
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deteriorated over a period of 2 months. There was no his-
tory of recent trauma or infection, although the patient
mentioned hearing an abnormal crack in his left scapular
area while lifting a crate in June 2011. There was no fam-
ily history of note. A symmetrical loss of sensation had
risen up to lumbar area, and cold sensation in the lower
extremities was absent. Power in the lower limbs was sig-
nificantly reduced so much so that the patient had trou-
ble rising from bed the day attending hospital.

On admission to ED, clinical examination revealed
that the patient walked slowly, and there was evidence
of atrophy in the left scapula. Power in the lower limbs,
particularly on the left side, was significantly reduced,
and atrophy was also visible in the thighs and calves.
The patellar reflexes were exaggerated, especially on
the left side. A weak extensor response to the plantar
reflex (Babinski sign +/+) was found bilaterally. The
upper limbs did not show any loss of power or sensory
function. Laboratory tests were normal. Analysis of the
cerebrospinal fluid showed only a moderate rise in pro-
teins, 773 mg/L. Thoracic magnetic resonance imaging
and computed tomography (CT) showed severe kypho-
sis with severe spinal stenosis as a result of destruction
of thoracic vertebrae III-IV and left ribs IV-VI (Fig
1). Radiologically, there were no significant soft-tissue
findings.

The patient was hospitalized onto an orthopedic ward,
and 2 days later underwent spondylodesis and decom-
pression. Posterior spondylodesis was made bilaterally to
thoracic vertebrae II-III and VI-VIII and laterally verte-
brae IV with monoaxial and polyaxial screws. Operation

Fig. 1 Computed tomography showing destruction of left IV-VI
ribs and thoracic vertebrae llI-IV together with kyphosis and spinal

stenosis of thoracic spine
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proceeded with laminectomy to vertebrae IV-V and lat-
eral decompression of medulla. Kyphosis was corrected
with chrome-cobalt rods, and the operation was ended
with a bone graft from the patient’s left pelvis. Biopsy
confirmed the diagnosis of Gorham’s disease. There were
no signs of other diseases that affect vertebrae. Postop-
eratively, the power in the lower limbs recovered and the
patient was able to walk normally. The patient returned
home 11 days after the operation. Six weeks postopera-
tively, the patient developed dyspnea, productive cough,
and vomiting, and was found to have bilateral pleural
effusions (Fig 2). First pleural aspiration was exudate;
analysis showed proteins 48 g/L, lactic dehydrogenase
(LD) 128 U/L, leukocytes 7700 x 10%/L, and erythrocytes
137,800 x 10°%/L. Culture showed no bacteria or tubercu-
losis. Osteolysis in the pelvic area was identified on CT.
Frequent pleural aspirations were performed, and the
patient developed postpunctional fever. Macroscopically,
pleural fluid showed no typical chylothoracic findings.
Steroids and antibiotics were started. The patient was
then treated with biphosphonates and interferons, which
were paused during radiation therapy. Pleural effusion
was reaccumulated, and the patient was malnourished,
with body mass index (BMI) decrease from 24.6 to 17.1.
Albumin was as low as 22 g/L.

Two months after the operation, a thoracic CT showed
moderate disease progression in the thoracic vertebrae
and profuse pleural effusion. The pleural fluid did not
show any pathological or bacterial findings. Biphospho-
nates, interferons, and radiation therapy were contin-
ued. Six months after the operation, pleural effusion
proceeded. It was treated with a left chest tube. Pleural
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Fig. 2 Pleural effusion was revealed on chest x-ray
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fluid was exudate, analysis showed proteins 43 g/L, glu-
cose level was normal, and triglyceride level was negative.
Because of re-existing pleural effusion, thoracoabdomi-
nal shunt was placed. This time, pleural fluid analysis
showed Propionibacterium acnes, and the patient was
treated with antibiotics. His symptoms and signs, mainly
dyspnea, hypoxia, and hypotension, disappeared. After-
wards, the patient was able to walk normally, and fixation
in the thoracic spine was appropriate based on imaging.

Approximately 3 years after the operation in January
2015, the patient presented to the ED because of back
pain after a loud snapping sound in his back. X-ray and
CT showed destruction of the fixation materials without
worsening of spondylodesis (Fig 3). The patient under-
went a surgery with repeat spondylodesis (Fig 4), and
there was no evidence of progression of the Gorham’s
disease. Since then, he has not visited the ED because of
this disease.

Discussion

In this paper, we have presented a rare case of Gorham’s
disease. Radiological investigations identified patho-
logical findings in the thoracic area with resorption of
ribs and vertebrae. Following surgical intervention, the
patient developed a recognized complication of the
disease with pleural effusion, although there were no
evidence of chylothorax. This was treated with biphos-
phonates and interferons. Three years after the diagnosis,
the patient underwent further surgery owing to destruc-
tion of the fixation material, but there was no evidence of
progression of the disease.
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Fig. 3 Destruction of the fixation materials on chest x-ray
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Fig. 4 Chest x-ray of postoperative situation

Diagnosis of Gorham’s disease is based on clinical, lab-
oratory, radiological, and histopathological findings. Our
findings in comparison with published literature were
similar with resorption of bones in thoracic area. Tateda
et al. have reviewed the English literature about Gor-
ham’s disease, and spinal involvement was reported in 59
cases [13]. Disease of the ribs, scapula, or thoracic verte-
brae may lead to the development of a chylothorax from
direct extension of lymphangiectasia into the pleural cav-
ity or via invasion of the thoracic duct [6]. Tie et al. have
reviewed reported cases of Gorham’s disease with chylo-
thorax and supported the need of prompt and aggressive
surgical intervention in order to improve prognosis [8].
Treatment modalities have not been strictly standardized.
Surgery and radiation therapy are the most commonly
used, while medical treatments include biphosphonates
and interferons.

Conclusion

Gorham’s disease is a very rare musculoskeletal disor-
der with variable symptoms depending on the anatomi-
cal site affected. Emergency physicians should be aware
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of patients who present with osteolysis in skeletal bones.
Effective therapy is still unknown, and the prognosis of
disease is variable. To conclude, we have presented a rare
case of a young man with Gorham’s disease with a favora-
ble outcome after proper diagnosis and treatment.
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