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      Summary

      


      Introduction


      Cutis laxa is a rare condition characterized by excessive loose pendulous skin, associated to premature aging expression. Histologically, the condition is related to the loss of dermal elastic tissue.


      The localized variant of acquired cutis laxa, developing without preceding lesions, is extremely rare, with only eight reports in published literature.


      We report the case of a young man presenting lesions confined to the face, causing severe cosmetic and social problems, along with a review of the literature.


      Case Report


      A 37-year-old man came to our consultation with a severe wrinkled face, extending from the forehead to the neck, with long and distorted earlobes and an important blepharochalasis resulting in visual limitation. No other systemic disorders were observed.


      The patient was submitted to several plastic surgery interventions for correction, with satisfactory results. The histological findings confirmed the diagnosis.


      Conclusion


      Acquired localized cutis laxa confined to the face is a rare condition with only few cases reported in literature. The treatment is surgical, and includes extended facelift, extended deep forehead lift, and blepharoplasties. We reviewed the literature and confirmed the therapeutical approach.
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      Introduction

      


      Cutis laxa is a rare disorder of the connective tissue, characterized clinically by loose, pendulous and inelastic skin producing the appearance of premature aging. The histology is peculiar for loss of dermal elastic tissue.


      It may be inherited or acquired, both forms being generalized or localized. The acquired localized form is very uncommon and is usually preceded by inflammatory lesions.


      We report the ninth case of acquired localized cutis laxa confined to the face without preceding inflammatory lesions or associated diseases.


      Case Report

      


      We present the case of a 37-year-old man with progressive premature aging of the face which he noticed during the previous 10 years. He came to our attention asking for a facial rejuvenation and complaining of social life discomforts. He denied any inflammatory event, he had no history of drug allergy neither familiarity with this kind of pathology.


      On physical examination the patient presented with a lax and deeply wrinkled face, from the forehead to the neck, pendulous earlobes and important blepharochalasis (Figure 1a, Figure 1b and Figure 1c).


      
        [image: ] Figure 1: a,b,c) Lax and deeply wrinkled face, pendulous earlobes and blepharochalasis. View Figure 1

      


      The remainder of his skin appeared to be normal. Joints were not hyperextensible and apart from the cutaneous lesions the complete clinical examination was normal.


      Laboratory tests, as well as chest X rays and electrocardiogram were normal. The findings were consistent with the diagnosis of cutis laxa.


      The patient was submitted to several plastic surgery procedures, performed in two stages: An extended facelift and correction of earlobes with cutaneous plasties in a first time and a mask lift with blepharoplasties in a second surgery.


      The skin biopsy confirmed the clinical diagnosis: Routine hematoxylin-eosin staining of the affected area revealed normal collagen fibers, without any inflammatory infiltrate. Orcein coloration, an elastic tissue stain, showed a marked reduction of elastic fibers in all layers of the dermis. Some remaining elastic fibers were fragmented and distorted (Figure 2 and Figure 3).


      
        [image: ] Figure 2: Hematoxyline/Eosine stain. Normal collagen fibers. View Figure 2

      

      

      
        [image: ] Figure 3: Orceine stain. Rarefaction of elastic fibers. View Figure 3

      


      Three months after the second operation the patient was happy with surgery. We noticed good results at the forehead and the upper third of the face, but still some loose folds on the neck and under the chin, that could be submitted to a further surgery (Figure 4a, Figure 4b and Figure 4c).


      
        [image: ] Figure 4: a,b,c) 3-month postoperatory results. View Figure 4

      


      Discussion

      


      Cutis laxa is a rare disorder of the connective tissue characterized by loose and pendulous skin and loss of elastic fibers. The term refers to a heterogeneous group of diseases with the same characteristic clinical presentation [1-3]. These conditions are distinguished in congenital or acquired, localized or generalized [2,4].


      The congenital form is more common, it can be inherited as autosomal recessive, autosomal dominant, and x-linked disorder; it is associated with systemic diseases, which vary from severe cardiopulmonary disorders to mild affections.


      Acquired cutis laxa is rare and it resembles the congenital disease from the clinical and histological point of view. It may be generalized or localized. Most of the cases reported in the literature refer to the generalized form (type I) which usually develop after inflammatory episodes, hypersensitivity reactions, neoplastic and hematologic disorders or in association with particular diseases [5-9].


      Localized acquired cutis laxa is itself a rare variant with only few cases reported in literature. Most of the cases are preceded by inflammatory conditions or malignancies. Type II (Marshall's syndrome) has been described in African children and North Americans and is characterized by localized elastolysis following inflammatory skin conditions [4].


      In review of the literature, few cases of localized acquired cutis laxa are described, but in the large majority the development of clinical manifestations was preceded by inflammatory lesions [5-9].


      In eight cases the process was confined to the face and was not preceded by any inflammatory phase [10-16]. The present patient would be the ninth case with such characteristics to date (Table 1).


      
        Table1: Patient characteristics and details of reported cases of acquired localized cutis laxa. View Table 1

      


      As shown in the table, all the reported cases present facial localization, some confined to the eyelids and the others generalized, all with the same anatomical pattern. Date of onset and duration of the phenomenon is variable and there is no difference between genders.


      The exact pathogenesis of acquired localized cutis laxa is unknown. Several hypotheses have been proposed including excessive elastase activity, dysfunction of elastase inhibitors with abnormal copper metabolism, deficiency of copper, decreased production of tropoelastin, and immune mediated mechanisms [2,4].


      The diagnosis is usually clinical, and the histopathological exam usually serves as a confirmation. The histopathological findings include significantly decreased elastic fibers, with residual elastic fibers being fragmented. Collagen is usually normal [17].


      Routine laboratory tests are negative or normal. Serum elastase, serum elastase inhibitor, serum copper and ceruloplasmin, alpha1-antitrypsin and lysyl oxidase levels might be analysed, even though they are not required for the diagnosis. Systemic evaluation should be undertaken to investigate involvement of internal organs.


      No medical treatment is available for correction of the pathology of disease or to reduce its progression. Dapsone was given to patients with the inflammatory phase and was able to control swelling. However, it did not prevent progression of the disease [7-9].


      Plastic surgery remains the only modality of treatment for correction to improve cosmetic appearance and social issues of the patient. Extended facelift, blepharoplasty, and ear lobe reduction may be performed, with obviously, a larger amount of skin excess to remove. Furthermore, these patients should be informed that repeating operations may be necessary [18,19].


      However, in literature there are few reports focusing on plastic surgery procedures, results and the need of further surgeries [19,20]. Our follow up covers only a 3-month period, and the patient is now happy with the results.


      From a critical point of view, we noticed that the correction was not optimal in the neck and submental area, and we have recommended further surgery focused on that area. Our follow up is short, and the patient will probably have to undergo further surgeries: However, there are no reports in literature focusing on the long-term aesthetic results in acquired localized cutis laxa.
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