Letters to Editor

A curious case of the
vanishing bone disease:
Anesthesia management

Vanishing bone disease, also known as Gorham-Stout (GS)
syndrome, wiggly bone syndrome or phantom bone
disease 1s a rare idiopathic musculoskeletal disorder,
of yet unknown etiology, characterized by the clinical
and radiological disappearance of the bone caused by
proliferation of non-neoplastic vascular and lymphatic
tissue. It was initially described by Jackson in a case of
massive osteolysis of the humerus in a 12-year-old boy in
the year 1838 and was later classified by Gorham and
Stout.!"! The syndrome affects one or multiple bones
including the spine, upper and lower extremities, skull
and pelvis.

We recently managed a 25-year-old male patient, a known
case of GS syndrome, with history of C7-T'1 fixation who
presented with implant failure due to cervical vertebrae
resorption. The patient had complaints of bilateral lower limb
weakness with swelling of the left lower limb. Ultrasonography
of the left lower limb revealed acute—subacute complete lumen
occluding thrombus in left external and common iliac vein
brought upon by prolonged immobilization. Preoperatively,
inferior vena cava filter was inserted. CT chest showed
left-sided chylothorax which was drained 12 hours prior to the
surgery. Manual in-line stabilization (MILS) was done and

patient was intubated using C-MAC D blade. Positioning of
the patient intraoperatively was done with due precautions.
Intraoperative course was uneventful.

The anesthetic considerations were difficult airway, cervical
instability requiring MILS, careful positioning, pulmonary
complications due to chylothorax, risk of thromboembolism
due to pre-existing deep vein thrombosis, the prolonged
surgical duration, risk of hypothermia and excessive blood
loss. Bone loss in GS syndrome may cause joint instability
and problems during airway management and positioning
for surgery. The affection of the spine leads to neurological
decline, which is the main cause of patient immobilization and
the subsequent comorbidities.

Figure 1: Pre operative X ray showing anterolisthesis of C7 over T1
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Figure 2: Post operative X ray

Among patients with primary osteolysis like GS syndrome,
difficult intubation was encountered in 64% and postoperative
ventilation was required in 27%. Therefore, preoperative
assessment of a patient with primary osteolysis should
include an appropriate strategy for managing a potentially
21 Awake fiber optic laryngoscopy or video
laryngoscope such as C MAC should be used to avoid airway
disasters.

difficult airway.

Chylothorax may occur due to the extension of the
lymphangiectasia of affected thoracic skeleton into pleural
cavity or by the invasion of thoracic duct.?’ Pleural effusion and
chylothorax (reported to be a complication of GS syndrome
in up to 17% of cases) can dramatically influence respiratory
function.” Complete respiratory assessment should be done
preoperatively including chest X-ray, HRCT, arterial blood
gases, spirometry and oxygen saturation.

Drainage of effusions results in increased oxygen delivery and
oxygen consumption coinciding with a decrease in pulmonary
capillary wedge pressure. The pulmonary arteriovenous
shunt decreased, implying an increase in functional residual
capacity and improved oxygenation.” Thus, we preferred
to perform thoracocentesis and drain an adequate amount
of chylothorax. With possibility of hypoproteinemia due to
excessive formation of chylothorax, highly protein-bound
drugs should be cautiously used. Even though difficult airway
is anticipated in patients of GS syndrome, succinylcholine
should be avoided as uncontrolled fasciculations may cause
fracture of osteoporotic bones. Neuromuscular monitoring
helped in judicious use of muscle relaxant.
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