A Rare Case of Gorham—Stout Syndrome of Femur Treated
with Cement Augmentation
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To the Editor: Gorham—Stout syndrome (GSS) is a rare disorder of
uncertain etiology. GSS presents with lytic destruction of one or
more bones, which may also include chylous effusion in the pleurae,
peritoneum, and cystic lesions in visceral organs, such as the spleen.
Herein, we report a brief case for Gorham—Stout syndrome of the
femur with chylothorax and chyloperitoneum in a patient. No report
of GSS presenting in this manner has been documented to date. Our
present case emphasizes the clinical, radiological, and histological
features and proper treatment of Gorham—Stout syndrome.

In 2012, a 27-year-old woman was admitted to another hospital
with abdominal distention and hip pain of the left side. Computed
tomography and ultrasonography revealed massive hydrothorax
and ascites. Cavity puncture was performed, and chylothorax and
chyloperitoneum were confirmed, as well as bony destruction of
her left femur. She presented to our institution with worsened
abdominal distention and bony destruction. Magnetic resonance
imaging revealed massive bony destruction of the left femur
[Figure la, arrow]. Computed tomography and ultrasonography
demonstrated massive ascites and mild hydrothorax as well
as cystic lesions in the spleen [Figure 1b, arrows]. Chest and
abdominal cavity puncture were performed and the result confirmed
chylothorax and chyloperitoneum, and the amount of pleural
and peritoneal fluid was gradually reduced. We administered
combination medical treatment consisting of interferon-ci-2b and
zoledronic acid, and percutaneous osteoplasty of upper femur with
cement augmentation was performed [Figure 1c]. The postoperative
pathology was reported to be consistent with Gorham—Stout
syndrome [Figure 1d]. At a 2-year follow-up visit, the patient was
doing well, with improved motion, and palliative hip pain and no
evidence of local progression or distant lesions.

Gorham—Stout syndrome is an extremely rare disorder characterized
by clinical and radiological disappearance of bone by proliferation
of non-neoplastic lymphatic, vascular, and fibrous tissue.l! Few
GSS cases with both chylothorax and chyloperitoneum have been
documented in literature; thus, there is still short of imaging proof.?!
Even though the majority of the cases show spontaneous arrest,
life-threatening complications may occur due to the involvement
of the bone, viscera, chylothorax, or chyloperitoneum. Bony
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Figure 1: Gorham-Stout syndrome of the left femur treated with
cement augmentation in a 27-year-old female. (a) Preoperative coronal
T1-weighted fat-saturated magnetic resonance imaging scan revealed
the bony destruction indicated by arrows. (b) Transverse plane of the
computed tomography scan revealed cystic lesions in the spleen.
(c) Postoperative posteroanterior radiograph of the hip showed cement
augmentation was satisfactory. (d) Histopathology revealed dilated
lymphatic channels in hyperplastic fibrous connective tissue with
lymphocytic infiltrate among the trabeculae (H and E staining, original
magnification x40).

disease remains silent until deformity, instability, or neurological
deficits develop. Hence, we recommend screening of bone in the
case of GSS to discount secondary involvement.[) Asymptomatic
bony disease can be managed with radiation and bisphosphonates,
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while those with deformity, instability, or neurological deficits
require early surgical intervention, such as osteoplasty or posterior
instrumentation.>* The present case highlights the importance
of proper surgical treatment for patients with Gorham—Stout
syndrome.
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