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S
Scleredema is a cutaneous sclerosing 

disorder that affects all age groups. It is usually 
differentiated by its characteristic clinical 
features, particularly its predilection to central 
and upper body parts, including the neck, 
upper trunk, face, and the proximal upper 
extremities, with classical sparing of the hands 
and feet. It’s generally described as symmetrical 
and diffuse. The histopathological findings are 
diagnostic and include a normal epidermis and 
thickened dermis up to four times the normal, 
due to mucin deposition between edematous 
nonsclerotic collagen bundles.1–4

The first description of scleredema adultorum 
dates back to 1902. Since then, several cases 
have been described in the literature. In 1968, 
scleredema was classified into the three main 
groups according to the age of onset and 
associated or preceding illnesses. Type 1 has 
an abrupt onset in children, usually triggered 
by febrile illness, and resolves gradually within 
a few months up to two years. Type 2 affects 
adults, with a female preponderance of 2:1. The 
onset is insidious and the course is prolonged; it 
is associated with paraproteinemia. Type 3 also 
has an insidious onset and protracted course. It 
is often seen in adult male patients with poorly 
controlled diabetes mellitus.1–3 While all types 
differ in course and prognosis, they essentially 
share the same clinical features and histological 
findings.

Here, we present a case of unilateral linear 

scleredema. To our knowledge, the distribution 
of this disease along the Blaschko's lines has 
not been previously reported.

  
CASE REPORT

A 22-year-old otherwise healthy female 
patient presented with an asymptomatic streak 
of hard textured skin over her right shoulder 
and arm. The patient reported having the 
condition for 14 years. The onset was insidious 
in childhood and stable over several years. 
The patient nor her parents could recall any 
particular preceding illness or trauma. The 
patient was otherwise healthy and no family 
members reported having the same condition. 
The induration had reportedly been almost 
the same size and distribution since it was first 
noticed. There was no history of Raynaud’s 
phenomena nor restriction in the movement 
of the shoulder. The indurated skin followed 
a Blaschkolinear distribution and extended 
over the right upper chest wall and shoulder 
and down the medial aspect of the arm. It 
ended proximal to the antecubital fossa. The 
margins were distinct by palpation but not 
by inspection. The overlying skin was slightly 
dyspigmented with follicular prominence 
(Figure 1).

Full range of movement of the right 
shoulder was observed and no discrepancy 
in the diameter of the arms was noted. 
Ultrasonography examination of the affected 
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area confirmed diffuse thickening without 
evidence of soft tissue masses. There was 
a difference in thickness of nearly 11mm 
between the right lateral side of the chest wall 
compared to the contralateral left side. Skin 
biopsy sections had shown a normal epidermis. 
The dermis was thickened with edematous 
collagen bundles that were separated with 
clear spaces. Mucin was present focally in the 
reticular dermis. The collagen bundles were not 
sclerotic, and the appendages were preserved. 
No inflammatory cells were seen, and the 
number of fibroblasts was not increased (Figure 
2). Mucin was also highlighted by Alcian blue 
stain (pH2.5) (Figure 3).

Elastic fibers were mildly fragmented 
in the mid dermis as demonstrated by 
Verhoeff-Van Gieson stain. The patient was 
diagnosed with linear scleredma. The following 
investigations were ordered and were either 
normal or negative: complete blood count, 
blood glucose, glycosylated hemoglobin(Hb 
A1c), urinalysis, thyroid function tests, serum 
protein electrophoresis and immunnoserology 
(anti-nuclear antibody, extractable nuclear 
antigen antibody screen, double stranded 
deoxyribonucleic acid [DNA] antibodies). The 
patient used potent topical steroids for one 
month without any softening of her skin, and 
she refused any further treatment options due 
to lack of demonstrated efficacy.

DISCUSSION
The causes of skin induration are various, 

and diagnosis can be challenging. The site and 
distribution are among factors that provide 
helpful clues to the underlying disease, but 
unusual sites of involvement can hinder a 
correct diagnosis. 

Our case represents a unique presentation 
of scleredema as a unilateral Blaschkolinear 
distribution over the upper extremity. In fact, 
the diagnosis of scleredema was not suspected 
clinically and, considering the disease onset 
during childhood, the patient was initially 
thought to have linear morphea. However, 
unlike linear morphea, there was no lilac 
border of the overlying skin, no deep tissue 
involvement (as demonstrated by full range 
of movement), and the induration had been 
constant without amelioration.5 The diagnosis 
could not be confirmed without considering 
the histological features, which were consistent 
with a scleredema diagnosis and ruled out 
the diagnosis of morphea, as there were no 
sclerosis or inflammation and the appendages 
were intact.

A review of the literature for unusual 
presentation of scleredema revealed few cases. 
We categorized them into two groups. The 
first group comprised patients with classical 
scleredema that was more pronounced or 
extended to unusual sites. This included 
three patients with diabetes and prominent 
periorbital swelling, three postinfectious cases 
with hand and finger involvement, and one 
case of frontal scalp nonscarring alopecia in 
a child.2,4,6–10 Involvement of the genitals was 
only reported in two cases with widespread 
disease.4,11

The second group comprised patients 
who presented with scleredema that was 
confined to an unusual site. Establishing the 
diagnosis in these cases was understandably 
challenging. This group included a child with 
scleredema confined to the scalp, upper face, 
and periorbital area, a male patient with 
progressive periorbital swelling, a patient with 
unilateral periorbital swelling, a patient with 
diabetes and scleredma limited to thighs, and a 
pregnant woman with induration of the lower 
abdomen and proximal thighs.12–16 

Asymmetry is not a common feature of 
scleredma; we found reports of four patients 
who were described with asymmetrical disease. 
This included one patient out of a total of 44 
patients who were included in a multicenter 
study3 and three children who were reported to 
have asymmetrical scleredma that involved one 
side of the trunk and/or lower limb in a diffuse 
pattern that was associated with abnormal 
gait.17,18 Interestingly, two of the children had 
mixed features of stiff skin syndrome. 

FIGURE 1. Blaschkolinear indurated plaque involves anterolateral chest wall and medial arm, delineated by arrows

FIGURE 2. Histopathology of the skin lesion 
(Hematoxylin and Eosin, ×4) the dermis is thickened 
and fenestrated. Mucin is deposited focally within the 
reticular dermis.

FIGURE 3. (Alcian blue stain pH 2.5 x20). Mucin is 
highlighted between separated collagen bundles.
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CONCLUSION
We presented a unique presentation of 

scleredma in a unilateral Blaschkolinear 
distribution of the upper extremities. We assert 
this could be considered a separate subtype 
of scleredema. We suggest scleredema to be 
included in the differential diagnosis of any 
woody, nonpitting induration of the skin, 
including those with a linear distribution.
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