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Combined neodymium-doped yttrium
aluminum garnet laser and sclerotherapy

in Gorham-Stout syndrome

Maria Reipschl€ager, MD,a Uwe Huebner, MD,b Joerg Seemann, MD,c

Heinz Kutzner, MD,d and Peter H. Hoeger, MDa,e

Hamburg, Eberswalde, and Friedrichshafen, Germany

Bone involvement is relatively rare in vascular malformations. Gorham-Stout disease, also referred to as
vanishing bone disease, is characterized by osteoclast activation and osteolysis caused by proliferating
lymphatic endothelial cells. We present the case of a 12-year-old boy who had Gorham-Stout disease at the
age of 8 years. The clinical course was complicated by pathological fractures and localized intravascular
consumption coagulopathy. Sclerotherapy and embolization therapy led to normalization of the
coagulation parameters and significant improvement of the clinical findings. We speculate that this effect
may be attributable to the elimination of lymphatic endothelial cells. ( J Am Acad Dermatol 2018;4:458-61.)
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INTRODUCTION
Vascular malformations (VMF) preferentially

include skin and subcutaneous tissue. They can
also involve deeper tissue sections and internal
organs, but bone involvement is comparatively
rare. Gorham-Stout disease (GSD), also referred to
as vanishing bone disease, is characterized by
osteolysis caused by expanding lymphatic tissue. It
was first described in 1955 by US pathologists L.
Whittington Gorham (1885-1968) and Arthur Purdy
Stout (1885-1967).1 About 200 cases have been
described so far.

The pathogenesis of GSD is not fully understood.
Endoglin overexpression (CD105)2 in the vascular
endothelium or activation of osteoclasts by
lymphatic endothelial cells (LEC)3 and/or inter-
leukin-64 are currently under investigation.

GSD is characterized by a slowly progressing
course leading to the partial or complete dissolution
of bone tissue. Therapeutic options are limited. Here
we report a case successfully treated by a

combination of sclerotherapy plus neodymium-
doped yttrium aluminum garnet (Nd:YAG) laser
coagulation.

CASE REPORT
The patient presented at birth with dilated cuta-

neous venules in a circumscribed area of the right
shoulder/neck region (Fig 1, A). Pregnancy was
uneventful, and the family history was negative for
vascular or other malformations. The lesion was
noted to vary in size depending on intrathoracic
pressure; it increased up to 2-fold with crying.

From the Departments of Paediatrics,a Paediatric Surgery,b and

Paediatric Dermagology,e Catholic Children’s Hospital Wilhelm-

stift; Department of Radiology and Neuroradiology, Werner

Forssmann Hospital, Eberswaldec; and Dermatopathology Lab-

oratory, Friedrichshafen.d

Funding sources: None.

Conflicts of interest: None disclosed.

Correspondence to: Maria Reipschl€ager, MD, Catholic Children’s

Hospital, Wilhelmstift, Department of Paediatrics and

Paediatric Dermatology, Liliencronstr. 130, 22149 Hamburg,

Germany. E-mail: m.reipschlaeger@kkh-wilhelmstift.de.

2352-5126

� 2018 by the American Academy of Dermatology, Inc. Published

by Elsevier, Inc. This is an open access article under the CC BY-

NC-ND license (http://creativecommons.org/licenses/by-nc-nd/

4.0/).

https://doi.org/10.1016/j.jdcr.2018.01.017

Abbreviations used:

GSD: Gorham-Stout disease
LEC: lymphatic endothelial cells
MRI: magnetic resonance imaging
Nd:YAG: neodymium-doped yttrium aluminum

garnet
VMF: vascular malformations

458

Delta:1_given name
Delta:1_surname
Delta:1_given name
Delta:1_surname
Delta:1_given name
http://crossmark.crossref.org/dialog/?doi=10.1016/j.jdcr.2018.01.017&domain=pdf
mailto:m.reipschlaeger@kkh-wilhelmstift.de
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
https://doi.org/10.1016/j.jdcr.2018.01.017


At the age of 18 months, an abrupt increase of the
lesion was noted. Magnetic resonance imaging (MRI)
showed extension of the vascular lesion from the
right parotid to the supraclavicular region and the
right upper arm with a fresh hemorrhage within a
lymphangiomatous tissue (Fig 1, B). Central parts of
the vascular malformation were subsequently re-
sected. The inaccessible areas and peripheral areas
were treated by interstitial Nd:YAG laser (3 sessions).

Histopathology found a combination of a super-
ficial mainly lymphatic malformation and osteo-
clastic destruction of bone (Fig 1, C ) in accordance
with GSD. Of note, the number of SATB2-positive
osteoblasts was markedly reduced.

At the age of 8.9 years, the patient complained of
acute pain in his right shoulder, pronounced when
lifting the right arm. A radiograph showed a patho-
logic fracture of the right clavicula with a central
osteolytic core (Fig 1, D).

Between the ages of 8 and 11 years, the patient
underwent 11 courses of percutaneous sclerother-
apy (Lipiodol [ethiodol 3% sodium tetradecyl
sulfate]), followed by subcutaneous injections of

low-molecular-weight heparin and bed rest for
2 days. Sclerotherapy was performed at intervals of
2 to 4 months (sites: right trapezius, deltoid, sterno-
cleidomastoid, jugular, and axillary region, respec-
tively). In addition to sclerotherapy, Nd:YAG laser
(9J/cm2) was applied in the cervicothoracic and
supraclavicular region (3 sessions).

This treatment led to a marked reduction of the
size of the lesion. It was accompanied by a normal-
ization of the (slightly) decreased platelet counts and
a significant decrease of the elevated D-dimer levels
(Fig 2).

Follow-up radiography of the clavicular region
5 years after initiation of therapy found complete
resolution of the pseudarthrosis.

DISCUSSION
Since GSD is a rare and clinically variable entity,

there is no consensus on the most effective treatment
approach yet. As depicted in Table I, available
treatment options gave highly variable results.5

Our patient responded well to a combination of
surgery plus sclerotherapy and Nd:YAG laser

Fig 1. A, Dilated cutaneous venules in the right shoulder/neck area at the age of 11 years. B,
The MRI found a fresh hemorrhage into the lymphangiomatous portion and venous ectasias. C.
Characteristic thin-walled malformative lymphatic vessels with WT1-negative endothelia
(lower row). Some malformative vessels show thrombi with incipient intravascular papillary
endothelial hyperplasia (upper row). D, Pathologic fracture of the right clavicle.

JAAD CASE REPORTS

VOLUME 4, NUMBER 5
Reipschl€ager et al 459



Download English Version:

https://daneshyari.com/en/article/8712663

Download Persian Version:

https://daneshyari.com/article/8712663

Daneshyari.com

https://daneshyari.com/en/article/8712663
https://daneshyari.com/article/8712663
https://daneshyari.com

