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 INTRODUCTION

Bullous morphea is a rare variant of localized scleroderma 
characterized by blister formation on sclerous plaques. 
The pathogenesis of this bullae formation is widely 
debated. The role of lymphatic obstruction with the 
sclerous process remains the most plausible hypothesis. 
We report a case of very extensive generalized morphea 
complicated with blister formation. The main 
differential diagnosis for bullous morphea is lichen 
sclerosus that can also result in bullae in sclerous 
plaques. The diagnosis of bullous morphea was 
confirmed by histopathological examination showing 
typical aspects of scleroderma with a subepidermal 
blister. The patient was successfully treated with 
association of Methotrexate, corticosteroids and local 
care of bullous lesions.

CASE REPORT

A 66 years old male patient presented with 5 months 
history of rapidly extensive skin sclerosis affecting the 
trunk and limbs and sparing the extremities (head, 
face, hands and feet). The patient had no Raynaud’s 

phenomenon and no systemic symptoms. Physical 
examination revealed generalized cutaneous sclerosis 
with a very thick and hard skin covering the trunk and 
the limbs sparing the folds with severe limitation of 
motion making it impossible for the patient to stand 
straight (Fig. 1). There were no signs of sclerodactyly; 
hands and feet were not affected, nether was the face 
(Fig. 2). Few days after his admission, patient presented 
multiple tense bullas in the upper trunk and on the 
flanks Nikolsky’s sign was negative (Fig. 3).

A first skin biopsy had been performed on a sclerous 
lesion revealing typical histological finding of 
scleroderma or morphea with epidermis atrophy and 
hyalinization of the collagen, entrapment of adnexae, 
and thickening of the collagen bundles in the dermis 
(Fig. 4).

A second biopsy was performed on a bullous lesion 
showing a bulla in the papillary dermis with serohematic 
content (Fig. 5). Direct immunofluorescence was 
negative. All biological tests, involving anti-DNA and 
anti-nuclear antibodies (anti-SSA, SSB, Sm/RNP, Scl-
70) were normal. Borrelia antibody tests were negative.
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UVA1 phototherapy was discussed as first line 
treatment but since the patient lived in a small town 
where phototherapy was not available, we had to choose 
another treatment option and the patient was treated 
with a combination of oral corticosteroids (prednisone 
1mg/kg/day) and Methotrexate (15mg/week) and local 
care for the bullous lesions.

After 3 months of treatment the blisters had completely 
healed with a great improvement in skin sclerosis 
and its functional consequences. After remission, 
doses of corticosteroids were tapered progressively. 
Methotrexate was continued for over a year. No realapse 
has been noted after 1 year of follow up.

DISCUSSION

Bullous morphea is a rare entity described for the first 
time in 1896 by Morraw [1]. Since then, It has rarely been 
described in the literature. Its frequency is difficult to 
define since very few series have been reported so far with 
various rates among cases of scleroderma and morphea. 
It has been estimated to about 7,5% of all scleroderma 
cases [2]. A recent retrospective monocentric study 
found a rate of 1,4% of morphea cases in an 11 years 
period [3]. The exact incidence is unknown.

Figure 1: Severe skin sclerosis enclosing the trunk with incapacity to 
stand straight.

Figure 2: Normal aspect of the skin of the hands and face.

Figure 3: Tense bullae on the upper trunk.

Figure 4: Histological examination (HE stain x20) revealing typical 
signs of morphea with hyalinization of the collagen, entrapment of 
adnexae, and thickening of the collagen bundles.

Figure 5: Histological examination (HE stain x20) showing a bulla in 
the papillary dermis with serohematic content.
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Lichen sclerosus (LS) can easily be mistaken with 
morphea. The presence of bullae is more frequent in 
LS but histopathological examination can perfectly 
distinguish the two entities.

The pathogenesis of bullae formation is probably 
multifactorial and still incompletely understood. 
The most common theory is that bullae formation is 
due to lymphatic obstruction by the sclerodermatous 
process with dilatation of lymphatic vessels. The 
predilection of bullous lesions in the lower extremities 
supports this hypothesis. However, although it was 
described in many cases, this lymphatic obstruction 
with lymphangiectases is not constant and is also seen 
in cases of scleroderma without bullous formation. 
The presence of hemorrhagic content suggests local 
trauma as a potential mechanism involved in the bullae 
formation though it can’t be considered as the only 
causative factor. Many other factors have been proposed 
such as an immune mediated aggression of the basal 
junction as it is seen in graft vs. host disease. In other 
reports, authors suggest that perivascular inflammation 
and especially eosinophils are crucial factors in bullae 
formation. Rare cases of association of morphea with 
bullous autoimmune diseases such as pemphigus or 
epidermolysis bullosa have been reported [3-5].

Treatment of bullous morphea is not consensual and 
usually depends on the experience on each center. 
Many treaments have been used such as corticosteroids, 
colchicine, retinoids, salazopyrin, antimalarials, 
hydroxychloroquine, pentoxifylline, Broad-band UVA 
and UVA1 phototherapy, and immunomodulatory and 
immunosuppressive drugs with various results [2,3].

Our patient was treated with association of 
corticosteroids and Methotrexate because of the 
severity of his generalized morphea and its extremely 
fast evolution with serious motion limitation. The 
treatment allowed complete healing of bullous lesions 

and progressive improvement of the skin sclerosis and 
its functional consequences within less than 3 months.

CONCLUSION

Bullous morphea is a rare variant of localized 
scleroderma. Pathogenesis of bullae formation in 
morphea is still incompletely understood but is 
probably multifactorial. Treatment of bullous morphea 
remains a challenge because of the lack of randomized 
controlled trials due to the extreme rarity of this 
exceptional entity.

Consent

The examination of the patient was conducted according to the 
Declaration of Helsinki principles.
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