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LETTER TO THE EDITOR

Middle-Aged Female Diagnosed With Widespread Stiff Skin Syndrome
Aylin SARI1, Derya ÇIRAKOGLU2
1

Department of Physical Therapy and Rehabilitation, Erenköy Physical Therapy and Rehabilitation Hospital, İstanbul, Turkey
2
Department of Physical Therapy and Rehabilitation, Ordu University Medical Faculty, Ordu, Turkey

A 46-year-old female patient presented with
restricted joint movements, swelling in arms and
legs, skin stiffness, and whole-body inflexibility.
Her complaints had started five years ago and
increased since then. She did not have any
vascular condition or symptoms indicative of
Raynaud’s phenomenon (evident skin conditions
on her face, coldness in her hands, or cyanosis).
There were no prominent skin pigment changes,
telangiectases, or any distinctive finger appearance
with sclerodactyly or ulceration. Upon inspection,
significant bilateral skin thickness and edema were
found in her lower extremities. Her skin surface
was shiny and irregular. Her range of motion
(ROM) was limited for the bilateral shoulder,
elbow, wrist, hip, knee, and ankle joints (Figure 1).
Laboratory analyses showed normal results for
hemogram, routine biochemical tests, erythrocyte
sedimentation rate and normal extractable nuclear
antibody profile. She had normal levels for muscle
enzymes, protein, C-reactive protein, anti-nuclear
antibody, rheumatoid factor, anti-scleroderma-70,
and anti-centromere antibody. Furthermore,
radiographs were normal. Doppler ultrasound of
the extremities revealed no abnormal findings,
except thickness reaching to the subcutaneous
tissues. On skin biopsy of the extremities,
thickened and enlarged bundles of collagen were
found in the dermis. We also found evidences of
atrophy in the epidermis, adipocyte entrapment,
and non-inflammatory enlargement in the
fascia with normal muscle appearance beneath

it. Slight accumulations of mucopolysaccharide
were identified using the Alcian-blue stain. The
patient was identified as having widespread stiff
skin syndrome (SSS) as a result of the abovementioned clinical and pathological findings.
Stiff skin syndrome is a rare kind of
scleroderma that is characterized by contracturelike limited joint ROM and thickened stiff skin.1,2
It is divided into two categories: widespread
SSS and segmental SSS.3 Widespread SSS is
more severe, more common, has more limited
joint ROM, and an earlier onset than segmental
SSS. Both widespread SSS and segmental SSS
are reported to have early onset within the first
six years of life. The patient discussed herein
is a rare case because she was diagnosed as
an adult. Segmental SSS is predominant in
females, whereas widespread SSS does not seem
to feature any sex preinclination. Segmental
SSS has segmental distribution with unilateral
predominance. Compared with widespread SSS,
limited joint ROM occurs less than half of patients
in segmental SSS.3
Both categories of SSS may be genetically
inherited (~20%). In many cases, chest expansion
is decreased due to the decreased elasticity and
increased thickening of the skin in the thoracic
region, causing restrictive changes in the lungs.1-7
It is not a progressive disorder;1-8 however, two
cases reportedly progressed from segmental SSS
to widespread SSS.7,9
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knowledge and experience of this syndrome are
required for a better treatment approach.
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Figure 1. Skin thickness, edema on lower extremities and
limited range of motion (elbow and wrist).

Therapeutic exercises and rehabilitation
programs are suggested for preventing joint
contractures.
Corticosteroids
and
other
immunosuppressants have proven ineffective.1-9
Only mycophenolate mofetil resolved skin lesions
and improved joint ROM in two cases.10
Our patient underwent active rehabilitation
with regularly performing ROM exercises and
stretching exercises for alleviating contracture.
Wet cold compresses and local corticosteroids
were applied to rubescent extremities; oral
antihistaminic treatment was administered.
Consequently, SSS is rare and can have
different clinical presentations. Overall, further
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