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CASE REPORT 

CUTIS LAXA -  A Rare Case Report. 
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ABSTRACT: 

Cutis laxa is a rare heterogeneous connective tissue disorder that may be either inherited or 

acquired. The acquired form is rarer than the inherited form. A case of acquired cutis laxa 

without any history of preceding illness or drug intake has been reported here. 

INTRODUCTION: 

Cutis laxa is a rare connective tissue 

disorder, characterised clinically by lax, 

pendulous skin and histologically by loss of 

elastic tissue in the dermis. It may be 

inherited or acquired, and is characterized 

by progressive looseness of skin, associated 

with abnormalities of other organs and 

structures such as lung, vasculature or 

gastrointestinal tract as they contain elastic 

tissues.                                                                                                                                                      

Most cases of cutis laxa are inherited, with 

prevalence at birth being estimated at around 

1/1,000,000 and only around 200 families 

being reported in the literature so far. The 

hereditary form of cutis laxa may be 

inherited as either autosomal dominant, X-

linked recessive or autosomal recessive trait.                                                                                                   

The acquired form is even rarer than the 

inherited form and is often associated with 

some form of preceding or accompanying 

cutaneous eruptions like eczema, urticaria, 

erythema multiforme, Sweet's syndrome. 

Sometimes, it may be drug induced. It has 

occurred in babies born to women taking 

penicillamine. Rare associations with drug 

hypersensitivity, complement deficiency, 

systemic lupus erythematosus, multiple 

myelomatosis and celiac disease has been 

noted, suggesting immunological 

pathogenesis. Amyloidosis seems to 

provoke cutis laxa. Acquired cutis laxa is a 

rare cutaneous manifestation of hematologic 

malignancy, particularly plasma cell 

dyscrasias. 

The clinical appearance is characterized by 

inelastic, loose and pendulous skin that 

produces a wrinkled, ‘bloodhound’ 

appearance of premature aging. The primary 

change is in the elastic fiber, which is 

decreased or nearly absent in the dermis. 

The skin is of normal thickness, elastic 

fibres being sparse, short, fragmented and 

clumped, particularly in the upper dermis, 

with granular degeneration.                                                               

No treatment exists to prevent disease 

progression. Treatment of generalized form 

is usually unsatisfactory. Plastic surgery 

‘face-lift’ may reduce the cosmetic 

disability. Here, we describe a case of 

acquired cutis laxa. 

 

CASE REPORT: 

 A 35 year old male presented to us with the 

chief complaints of non productive cough 

and breathlessness of MMRC grade II, 

without any orthopnoea, chest pain and 

palpitations. Redundant skin folds were 

noticed all over the body.When asked in 

detail, patient told he has those loose skin 

folds since last 15 years. He was well till the 

age of 20, when he noticed that his skin was 

gradually becoming wrinkled and loose. It 

started from forehead and progressed slowly 

downwards over a couple of years after that 

the process stabilized. His family history 

was non-contributory. On examination, the 
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patient appeared much older than his age. 

The skin of his forehead, neck, abdomen, 

back and knees was diffusely wrinkled and 

it hung in folds. There was no hyper-

extensibility of joints. Eye examination did 

not reveal any angioid streaks. All hernial 

orifices were normal. Vitals were stable. 

Systemic examination did not reveal any 

abnormalities. 

 
   Investigations revealed normal values for 

complete blood count, routine urine 

analysis, blood biochemistry, hepatic 

enzymes and serum electrophoresis.ESR 

was elevated. Chest X-ray showed bilateral 

non homogeneous opacities. CT chest was 

suggestive of Pulmonary Kochs. Sputum for 

AFB was negative. Electrocardiography and 

gastroscopy were normal. Skin biopsy 

specimens taken from the involved area 

were stained with Hematoxylin-eosin (H and 

E), Von Kossa and Verhoeff-van Gieson 

stain. H and E staining revealed normal 

epidermis with diminished elastic fibres and 

mild non-specific chronic lymphohistiocytic 

infiltrate in upper dermis [Figure A]. The 

elastic fibres present were fragmented, 

stained uneven and showed granular 

appearance, as evidenced in Verhoeff-van 

Gieson stain [Figure B]. Von-Kossa stain 

did not show any calcification. Patient was 

put on Anti tubercular treatment. On first 

month of follow up, patient was 

symptomatically better, also with 

improvement in Chest X ray.  

 
     Figure A              Figure B 

Figure A: Histopathology of skin lesion  

showing normal epidermis with diminished 

elastic fibres and mild non-specific chronic 

lymphohistiocytic infiltrate in upper dermis 

(H and E, original magnification ×10) 

Figure B: Histopathology of skin lesion of 

case 2 showing fragmented and unevenly 

stained elastic fibres with granular 

appearance, (Verhoeff-van Gieson stain, 

original magnification × 10) 

DISCUSSION:  

Acquired cutis laxa usually begins in 

adulthood with insidious development of 

loose skin often starting at face and neck. It 

could be differentiated from Elher Danlos 

syndrome, as the skin was lax and recoiled 

slowly, and there was no joint 

involvement.In PXE, the skin may be lax, 

but it will be yellowish, with the face being 

usually spared. The cause of acquired cutis 

laxa is largely unknown, though various 

hypotheses such as altered copper 

metabolism,
 
excess elastase, and immune-

mediated mechanisms
 
have been proposed. 

Here, dermal elastic tissue is markedly 

reduced, although collagen is normal. 

Excessive loss of cutaneous elastin in one 

patient with cutis laxa (elastolysis) appeared 

to be related to the combined effects of low 

lysyl oxidase activity with high levels of 

cathepsin G, an elastolytic protease. A 

unique hypothesis postulated by Reed et al. 

is that elastolysis may result from release of 

granulocytic elastase because neutrophils 

contain large amounts of elastase, and is also 

found in macrophages and platelets. Up to 

100-fold increase in the serum elastase level 

has been demonstrated in a patient with 

autosomal recessive cutis laxa. A suggested 

mechanism of cutis laxa is that, unknown 

causes stimulate mast cells to release 

mediators of inflammation, such as 
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histamine, leucotrienes, neutrophil and 

eosinophil chemotactic factors. 

Consequently, there is a progressive 

infiltration of neutrophils and eosinophils 

around the blood vessels in the papillary 

dermis and between the collagen fibers in 

the mid- and reticular dermis. These 

neutrophils release elastase, and elastolysis 

first begins in areas with neutrophilic 

infiltration around the blood vessels and 

between collagen fibers, and then it 

gradually spreads to the entire dermis. These 

changes could be localized or generalized 

leading to universal involvement, as in this 

case.Cutis laxa patients can develop several 

systemic complications, especially those 

with autosomal recessive 

inheritance.Complications being Diverticula 

in the gastrointestinal and genitourinary 

tracts.Rarely, hypertrophic pyloric stenosis
 
, 

recurrent ileus and rectal prolapse . 

Umbilical, inguinal, and hiatal 

hernias.Bronchiectasis, emphysema, 

Cardiomegaly, congestive heart failure, 

murmurs, cor pulmonale, aortic aneurysms 

and pulmonary artery stenosis.Dislocation of 

the hips and other joints. 

CONCLUSION: 

Most cases of cutis laxa are inherited. 

Acquired cases being  rare.                                                 

Patients with cutis laxa are prone to develop 

several systemic complications, more so in 

autosomal recessive cases and should 

always be screened for the same. 
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