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Case Report
Localised loose skin on the back; acquired localised cutis
laxa

M Aksoy and R Anadolu

Cutis laxa (CL); is a rare disease characterised clinically by loose puffy skin and histologically by
dermal elastic tissue loss. Both forms of hereditary or acquired CL may be generalised or localised.
Acquired CL, which is less common than congenital CL, carries the risk of systemic involvement.
The localised form of acquired CL is not common, and it is often preceded by an inflammatory
phase. We present a 34 year-old male patient with a localised CL who developed loosening of the
skin overlying the right scapula without a preceding inflammatory phase.
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Introduction
Cutis laxa (CL) is a rare connective tissue disease
resulting from defects in the elastic fibre network,
and can affect many organs, particularly the skin.1
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While clinically characterised by loose puffy skin,
histopathological loss of elastic tissue in the
papillary and reticular dermis is seen.1,2 In general,
the incidence and prevalence are uncertain.3 Two
forms, congenital and acquired, have been
described.4 Both forms can be generalised or
localised. Acquired cutis laxa (ACL) occurs most
frequently in the second and third decade of
life, although it can be seen at any age.5 ACL can
be in two forms, the generalised insidious form
(type 1) and the localised form (type 2) which is
associated with inflammation.6 The localised form
of ACL is not common, and is often preceded by
an inflammatory stage.2 In this article, we present
a case of localised of ACL that developed without
any preceding inflammatory stage.

Case report
A 34-year-old male patient was admitted to our
polyclinic with complaints of loosening of the skin
overlying the lower part of the right scapula for
unknown duration. No colour change in that area
was noted by the patient before the laxity began,
as the laxity was on his back. He first became
aware of this when his spouse informed him of
loose skin on his back one week earlier. There
was no itching, pain or burning in the affected
area. There was no history of inflammatory
dermatoses, topical or systemic drug use, insect
bites or eczema and there was no significant past
medical, drug or family history. There was also
no history of fever, weight loss, photosensitivity,
sun exposure, smoking or alcohol habit. He had
not received any treatment for his back lesions.

On examination, the skin overlying the lower part
of the left scapula was normal (Figure 1), although
there was increased skin laxity with a size of
10x10 cm over the lower part of the right scapula.
There were no lesions associated with the increased
laxity. The skin was soft and thin on palpation, and
sparse terminal hairs were present in the affected
area (Figure 2). There were no abnormalities of the
mucosal membranes, hair or nails.
Histopathology revealed mild hyperkeratosis,
increased pigmentation in the basal layer, and
fibrosis in the dermis (Figure 3). A total loss of
dermal elastic fibres was seen with Verhoeff-van
Gieson stain (Figure 4).
Complete blood count, biochemistry, electrolytes,
kidney, liver and thyroid function tests, coagulation

Figure 1. Midline of the upper back.

Figure 2. Increase in skin laxity over the lower part of
the right scapula.

Figure 3. Mild hyperkeratosis, increased pigmentation
in the basal layer, and fibrosis in the dermis (H&E,
x10).

Figure 4. Verhoeff-van Gieson stain. Total loss of
dermal elastic fibres (H&E, x20).

factors, complement levels, RF, ANA and anti-ds
DNA levels, complete urine analysis and viral
marker levels were normal.
There was neither pathological involvement of the
cardiovascular, pulmonary, haematological,
gastrointestinal systems, nor involvement of the
ocular region or connective tissues.
When these findings were taken together, the
diagnosis of idiopathic ACL was made and the
patient was referred to the Plastic and
Reconstructive Surgery outpatient clinic for
cosmetic intervention.

Discussion
CL is a rare connective tissue disease that is due
to a deficiency of elastic fibres. It is inherited in a
dominant, recessive, and X-linked recessive
inheritance or it may be acquired.3 Acquired forms
are less common and the aetiopathogenesis is
not fully understood.7 However, several hypotheses
have been suggested, including immunologicallymediated mechanisms, decreased production of
tropoelastin, copper vacancy, abnormal copper
metabolism, dysfunction of elastase inhibitors, and
hyper-elastase activity.2
Although ACL can be seen at any age, it is most
commonly seen in the second and third decade
of life. This disease, which affects both sexes
equally, also has no race predeliction.5 ACL is
clinically seen in two forms, the generalised
insidious form (type 1) and the localised form (type
2) associated with inflammation.6 The lesion of
our patient was localised over the lower part of
the right scapula. The localised form of ACL is
uncommon, but there is an inflammatory phase
that frequently precedes the erythematous
plaques. 2 Our patient did not report any
inflammatory lesions in the affected area.
Localised ACL on sun-exposed areas such as the
neck, shoulder, face, and periorbital area, which
were progressive despite surgical procedures have

been reported.7 It is well-known that ultraviolet
rays induce extracellular matrix degradation and
skin ageing. The skin lesion of the patient was on
the back which was not often exposed to the
sun.3
Localised ACL, unlike generalised ACL, has a risk
of systemic involvement.5 In addition to changes
on the skin, there is usually systemic involvement
predominantly of the lungs (emphysema).
However, cardiovascular (aortic aneurysm, mitral
valve prolapse), gastrointestinal (hiatus and
inguinal hernias) and genitourinary anomalies can
also be present. 1 Complete blood count,
biochemistry, electrolytes, kidney, liver and thyroid
function tests, thyroid autoantibody levels,
coagulation factors, serum copper level,
immunoglobulin and complement levels, RF, ANA
and anti-ds DNA levels, complete urine analysis
and viral marker levels of our patient were normal.
No systemic involvement was found after
multidiscliplinary assessment by the haematology,
oncology, cardiology, gastroenterology,
rheumatology, chest and eye departments. ACL
may develop following inflammatory dermatoses
such as Sweet's syndrome, dermatitis
herpetiformis, systemic lupus erythematosus and
erythema multiforme, urticaria attacks and
angioedema. Some cases may be preceded by
penicillin hypersensitivity, and some may be
associated with coeliac disease, nephrotic
syndrome, isoniazid therapy, cutaneous
lymphoma, melanoma, heavy chain deposition
diseases, multiple myeloma and monoclonal
gammopathy.8 There was no history of drug use
or dermatosis in our patient.
The differential diagnosis of ACL includes rare
degenerative elastic tissue diseases such as
anetoderma and granulomatous loose skin. 5
Anetoderma is a rare benign dermatosis caused
by a loss of mid-dermal elastic tissue resulting in
well-circumscribed areas of pouch-like herniations
of flaccid skin.9 Lesions are usually on the neck, upper
body, and proximal extremities. Anetoderma can
be seen in both adults and children. There are

two forms: primary and secondary. While the
primary anetoderma occurs on the normal skin,
the secondary anetoderma occurs after an
inflammatory dermatosis. The secondary form is
observed mostly in women between 20-40 years.
Secondary forms may be accompanied by
systemic diseases. 5 Mid-dermal elastolysis is
usually symmetrically located on the neck, trunk
and upper limbs. In 50% of cases, erythematous
papules and plaques, persisting retinal erythema
and telangiectasia are observed. Mid-dermal
elastolysis is most common in young and middleaged (30-50 years) women. The lesions are
common in sun-exposed skin. There is no
extracutaneous involvement but may accompany
autoimmune diseases.5 Granulomatous slack skin
is characterised by lax skin and wrinkles, mainly
in the flexures with pruritus and erythema, usually
occuring in males in their third or fourth decade.
Granulomatous mycosis fungoides may be
preceded by erythematous scaly patches or
macules and may co-exist with classical mycosis
fungoides lesions. In 50% of cases, there is coexistence with Hodgkin disease. Histologically,
granulomatous mycosis fungoides can be
distinguised from granulomatous slack skin.10
Diagnosis is usually clinical and histopathological
examination is necessary. Making a definite
diagnosis of localised ACL is sometimes difficult
because elastic fibres cannot be routinely fixed
and stained on histological sections. Therefore,
clinical presentation, histopathological findings of
affected tissue, laboratory results and sometimes
electron microscopy are required.3
Histopathological findings include shrunken elastic
fibre residues and significantly reduced elastic
fibres. Collagen is usually normal.11 Verhoeff-van
Gieson stain is a simple method for examining
elastic fibres. Histopathology of our patient
revealed mild hyperkeratosis, increased
pigmentation in the basal bed, and fibrosis in the
dermis. The presence of total dermal elastic fiber
loss was seen with Verhoeff-van Gieson stain.

Treatment of CL targets mostly symptomatic relief.3
Plastic and reconstructive surgical interventions
constitute an important part of the treatment.1,9
Recurrence after reconstructive surgery is
an important problem, and detection and
treatment of underlying diseases can prevent the
recurrence.5
In conclusion, localised ACL can be difficult to
diagnose as it is rare and the clinic presentation
is often late. It is important to diagnose the disease
early in order to provide surgical care to prevent
future malformations and to provide psychosocial
support. ACL patients should also be evaluated
in terms of visceral involvement and regular
cardiac monitoring should be provided to prevent
a possible lethal aortic rupture.1
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