
Elastoderma is a rare hyperexten-
sive skin disorder characterized by 

increased laxity of the skin and loss of 
recoil, which causes difficulty in tissue 
handling and wound healing.

To the best of our knowledge, this is the 
first documented report of a giant diaphrag-
matic hernia in a patient presenting with 
elastoderma. The patient, a 22-year-old 
male, underwent a successful laparoscopic 
diaphragmatic hernia repair without any 
postoperative sequalae. Patients with sig-
nificant connective tissue disorders present-
ing with abdominal pain, food intolerance, 
and failure to thrive should be screened for 
abdominal wall disorders to ensure ade-
quate and prompt surgical treatment.

Surgical intervention in patients with 
hyperextensive skin disorders can be 
challenging, mainly due to the difficulty 
in tissue handling and wound healing la-
tency. Elastoderma, a rare skin disorder, 
was first described in 1985 by Kornberg 
et al. [1]. The main features of this rare 
disorder are increased laxity and a loss of 
recoil of the skin, which are caused by an 
excessive accumulation of elastin within 
the skin [1]. Elastin is an important pro-
tein that plays a pivotal role in connective 
tissues, giving flexibility and strength in 
connective tissues throughout the body. 

The exact underlying cause of elasto-
derma is currently unknown. There are 
only a handful of reports about patients 
afflicted with elastoderma, with no re-

ports on abdominal or diaphragmatic 
wall abnormalities. In addition, there are 
no reports about surgical outcomes in pa-
tients with elastoderma.

We describe the surgical outcome of a 
patient with elastoderma who presented 
with a giant diaphragmatic hernia, con-
taining the majority of organs in the peri-
toneal cavity. 

We present the case of a 22-year-old 
male patient diagnosed with elastoder-
ma. Diagnosis was made after ruling out 
similar conditions. The patient presented 
with left upper quadrant abdominal pain 
aggravated by food intake, recurrent 
vomiting, nausea, and failure to thrive 
with a significant low body weight and 
cachexia. The patients underwent com-
puted tomography (CT) demonstrating 
a giant diaphragmatic hernia on the left 
side, containing the stomach, most of the 
colon and small bowel, and the body and 
tail of Pancreas [Figure 1A].

In addition, an upper gastrointestinal 
endoscopy was performed revealing an 
inflamed gastric mucosa at the fundus, 
impression of paraesophageal hernia, and 
an extrinsic compression on the duode-
num. Due to the severity of his symptoms 
the patient was admitted for surgical inter-
vention and a nasogastric tube was placed 
prior to surgery to relieve the patient’s 
symptoms and facilitate the surgery.

The patient was placed in a supine posi-
tion and was given perioperative antibi-

otics. The abdomen was inflated using a 
Veress needle, and a laparoscopic storz 
camera was inserted to the abdominal 
cavity. The main findings on entrance 
to the abdominal cavity were a large 
diaphragmatic hernia with no evident 
peritoneal sac covering the stomach, the 
small and large bowel, and the pancreas, 
which were all protruding into the chest 
cavity through a large defect in the left 
diaphragm [Figure 1B].

Additional laparoscopic ports were in-
serted and the liver was retracted using a 
cobra liver retractor. Initially the left and 
right crura were widened and the pro-
truding organs were pulled back gently 
into the abdominal cavity. Laparoscopic 
view of the left lung demonstrated severe 
agenesis caused by the lack of intratho-
racic space caused by the hernia. Due to 
this large pleural space a chest drain was 
placed under laparoscopic vision from the 
abdomen. Following the retrieval of the 
aforementioned organs to the abdomen, 
the lower part of the esophagus was ex-
posed and the diaphragmatic defect was 
sutured and closed down using 2-0 ethi-
bond laparoscopic sutures. Next, a 360 
degree gastric fundoplication (Nissen fun-
doplication) was performed to reduce the 
chance for hernia recurrence. Instruments 
and laparoscopic ports were then taken out 
of the abdominal cavity and the fascia was 
closed. Skin laxity and ecchymosis were 
fairly significant when handling the pa-
tient during the procedure.

Following surgery, the patient recov-
ered well and without any postoperative 
complications. The patient resumed oral 
intake a day following the surgical inter-



vention and was discharged 4 days fol-
lowing surgery. A chest X-ray performed 
following surgery showed the significant 
changes between the preoperative and 
postoperative intervention [Figure 1C].

On clinical follow-up, the patient re-
ported significant improvement in oral 
intake and respiration, with a complete 
resolution of pre-surgical symptoms.

Elastoderma is a rare condition that af-
fects the skin. Patients affected by elas-
toderma generally have increased laxity 
of skin and decreased recoil of the skin. 
Histologically, Elastoderma is character-
ized by an increase of pleomorphic and 
fragmented elastic fibers in the superfi-
cial dermis [2]. Unlike other elastolytic 

disorders that cause skinlaxity, Elasto-
derma is accompanied by accumulation 
of elastin without calcifications [3].

The resilience and elasticity required 
for normal structure and function of the 
skin are attributable to the network of 
elastic tissue. Advances in our under-
standing of elastic tissue physiology 
provide a foundation for studying the 
pathogenesis of elastic tissue disorders. 
Many acquired disorders are nevertheless 
poorly understood owing to the paucity 
of reported cases [4]. Diagnosis of Elas-
toderma is based on ruling out similar 
conditions that cause significant skin lax-
ity. For diagnostic confirmation, a skin 
biopsy is often needed.

The etiology of hernia formation is 
strongly debated and includes mechan-
ical strain, prior surgical intervention, 

abnormal embryologic development, and 
increased intraabdominal pressure [5]. 
Although the data on the relation between 
collagenopathies and hernia formation are 
lacking, some pathologic studies suggest 
that there is a significant association be-
tween abnormal collagen production and 
abdominal wall disorders [5]. 

To the best of our knowledge, this is 
the first documented case of a clinically 
significant diaphragmatic hernia reported 
in a patient with elastoderma. Laparo-
scopic surgery was feasible and result-
ed in significant improvement in hernia 
related symptoms. Although technically 
challenging, surgical management in 
experienced hands may benefit patients 
with similar issues.

Symptomatic abdominal wall disorders 
in patients with significant connective 
tissue disorders, including elastoderma, 
can be managed surgically. Laparoscop-
ic approach is feasible and the patient 
will likely benefit from a minimally in-
vasive approach.


