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ABSTRACT

INTRODUCTION

Cutis laxa (CL) is a rare skin disease of unknown
aetiology with defects in elastic tissue synthesis orits
destruction.” Cutis laxa can be congenital or
acquired,*” characterized by loose inelastic skin.
Acquired cutis laxa (ACL) is rare, occurs in both
children and adults,”® and can be generalized or
localized.**"

CASE REPORT

A 6 year old girl presented to us with a 4 year history
of loose skin and generalized increased skin
darkening. At age 2, she developed generalized
pruritus followed by asymptomatic progressive skin
darkening and development of folds in the flexures.
There was no history of rash, insect bites or popular
urticaria. There was also no history of atopy, drug
allergies or similar skin disease in the family or in
their neighborhood. Ante natal history and
developmental milestones where normal. The girl
was not a product of a consanguineous marriage.

Physical examination revealed a normal sized 6 year
old looking older than her age. Her skin was
hyperpigmented, velvety with generalized creases.
The skin around her neck and axillae hung in
redundant folds (Fig. 1&2). There was no evidence of
localized inflammatory disease. She emitted a
peculiar smell. Systemicexamination was normal.
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Cutis laxa is a rare skin disease of unknown aetiology. Evaluation of the skin shows loss of elastic fibers
with resultant laxity of the skin. We present the case of a 6 year old girl who had normal skin until age 2. She
presented with a four year history of generalized pruritus, lax skin and looked older than her age.
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Biopsy from the lax skin of the armpit showed
paucity of elastic fibers in the dermis (Fig 4). No
inflammatory cells were seen in the dermis. Other
investigations were normal. A diagnosis of acquired
cutis laxa was made.

DISCUSSION

Clinically, CL manifests as lax skin and a premature
aged appearance which may involve the entire skin
surface especially the face, neck, back and thighs.
The skin hangs in redundant folds especially in the
neck and axillae as is the case with our patient.”™
Acquired cutis laxa can be idiopathic™"

associated with other conditions (Table 1).>******'
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Histology of the affected area often shows reduction
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or loss of elastic tissue in the dermis.”” The cause of
acquired cutis laxa is unknown. However, the
presence of infiltrates at the acute stages of the illness
suggests that, the chemical mediators released from
the cells may be responsible for the eventual

elastolysis seen in the skin®

In African children, 18 cases of post-inflammatory
elastolysis and cutis laxa (PECL) have been
described. In most of the children, it occurred after
obvious inciting conditions.” It followed recurrent
acute inflammatory lesions in previously healthy
female children aged one to four years with no family
history of similar illness and no systemic
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involvement as in our patient.”

Although our patient did not have any rash, she had
generalized pruritus suggestive of an ongoing
pathology at the onset. There were no investigations
at the onset to show if she had eosinophilia as
documented by the earlier cases seen in Kenya and
South Africa.” She had no eosinophilia at
presentation to the clinic, no systemic involvement
and her skin biopsy showed no inflammatory cells
typical of the chronic phase seen in the previous
cases of PECL.

The aetiology of PECL is unknown but an allergic
reaction to an unknown inciting factor such as
arthropod bites has been suggested especially in

those with localized lesions at the onset.*"* The rarity

of this condition in the tropical environment would
suggest other rarer inciting agents than arthropod
bites or a multifactorial aetiology requiring insect
bites and possible genetic predisposition not
explored in our patient.

We conclude that our patient most likely had an
initial inflammatory disorder which led to the cutis
laxa. It is possible that this is a variant of what was
initially called PECL in earlier literature.””® The
rarity of acquired cutis laxa suggest other factors
besides environmental in its aetiology.

To the authors' knowledge, this is the first reported
case of acquired cutis laxa in a Nigerian child
following an inflammatory skin condition.

AUTHORS

ASSOCIATION

Fontenelle E et al’

Neutrophilic dermatosis

Peters T et al®

Inflammatory arthritis

Hoang MV et al’ Cutaneous mastocytosis
Yadaw TA et al °® Multiple myeloma
Mitra$ et al'’ Itchy skin

Kumar P et al"* Itchy rashes

Wang S" Papular lesions

Lee MY etal ' Multiple myeloma and Systemic amyloidosis

Mahajan VK" Cutaneous mastocytosis

Golisch KB et al'® Urticarial vasculitis, Systemic lupus
erythematosus

Majithia RA et al'’ Light and heavy chain deposition disease

Verhagen AR et al "° Post inflammatory

Koch SE et al”

Drugs (Isoniazid)
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BharadwajS et a

Recurrent ileus

Nirmal B et al*'

Inflammatory Bowel Disease, Inflammatory
Arthritis and IgA Nephropathy.

Table 1: Associations of Acquired Cutis Laxa
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Figure 1a: At age 9 months Figure 1b: At age 2 years

Figure 2: Redundant Skin Appearing Figure 3. Skin in axilla hanging in folds.
in Folds in the Neck Surrounding skin is also thickened

Figure 4:. Increased melanin
granules in the basal layer,
paucity of elastic fibers in the |
dermis.(Orcein stain).

Nigerian Journal

of DERMATOLOGY 53



Ehiaghe L ANABA et al

10.

11.

54

REFERENCES

Wolff K, Goldsmith LA, Katz SI, Gilchrest BA,
Paller A, Leffell DJ. Heritable disorders of
connective tissue with skin changes. In:
Fitzpatrick's dermatology in general
medicine. 7th. Ed. New York: Mc Graw Hill;
2008:1308-10.

Fontenelle E, Almeida AM, Souza GM.
Marshall's syndrome.An Bras Dermatol.
2013;88:279-82.

Nygaard RH, Maynard S, Schierlinga P,
Kjaera M, Qyortrup K, Bohr VA, Rasmussenb
LJ, Jemec GBE, Heidenheime M. Acquired
Localized Cutis Laxa Due to Increased Elastin
Turnover: Case Report. Dermatol.2016;8:42-
51.

Nascimento GM, Nunes CSA, Menegotto PF,
Raskin S, Almeida N. Cutis laxa- Case
Report. An Bras Dermatol. 2010;85:684-6.

Hbibi M, Abourazzak S, Idrissi M, Chaouki S,
Atmani S, Hida M. Cutis Laxa Syndrome: a
Case Report. Pan African Medical Journal.
2015; 20:3:5878.

Peters T, Barnabe C, Hanna W, Barber D,
Haber RM. Acral Localized Acquired Cutis
Laxa: Report ofa Case Associated with
Inflammatory Arthritis. J Am AcadDermatol.
2015;72:€38-40.

Hoang MV, Dang PV, Bui DV, Mejbel H,
Mani DT, Smoller BR, Phung TL. Acquired
Cutis Laxa Associated with Cutaneous
Mastocytosis.Dermatol Online J. 2015;21.

Yadav TA, Dongre AM, Khopkar US.
Acquired Cutis Laxa of Face with Multiple
Myeloma. Indian J DermatolVenereolLeprol
2014;80:454-6

Mart1 N, Monteagudo C, Revert A, Reig I,
Gamez L, Jorda E. Acral localized acquired
cutis laxa Int. J. Dermatol. 2013; 52:
983—986.

Mitra S, Agarwal AA, Das JK, Gangopadhyay
A. Cutis Laxa: A Report of Two Interesting
Cases. Indian J Dermatol. 2013; 58: 328

Tofolean D, Mazilu L, Stianiceanu F, Mocanu
L, Suceveanu A, Baz RO, Parepa R,

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

Suceveanu A, Bondari S, Bondari D, Voinea
F. Clinical Presentation of a Patient with
Cutis Laxa with Systemic Involvement: a Case
Report.Rom J
MorpholEmbryol2015;56:1205-1210.

Kumar P, Savant SS, Das A. Generalized
Acquired Cutis Laxa Type 1: a Case Report
and Brief Review of Literature. Dermatol.
Online Journal. 2016: 22 (3): 10

Wang S, Generalized Acquired Cutis Laxa
with Papular Lesions. Int. J. Dermatol.
2015;54:e56—e69.

Lee MY, Byun JY, Choi YW, Choi HY. Multiple
Myeloma Presenting with Acquired Cutis Laxa
and Primary Systemic Amyloidosis.Eur J
Dermatol. 2017;27:654-655.

Mahajan VK, Sharma NL, Garg G. Cutis
laxaacquisita associated with cutaneous
mastocytosis. Int. J. Dermatol.

2006;45:949—951.

Golisch KB, Gottesman SP, Ferrer P,
Culpepper KS. Cutis Laxa Acquisita after
Urticarial Vasculitis in SLE Patients.Am J
Dermatopathol. 2018; doi:
10.1097/DAD.0000000000001084.

Majithia RA, George L, Thomas M, Fouzia
NA. Acquired Cutis Laxa Associated with
Light and Heavy Chain Deposition Disease.
Indian Dermatol Online J. 2018; 9: 44—46.

Verhagen AR, Woerdeman MJ Post-
inflammatory elastolysis and cutis laxa. Br. J.
Dermatol.1975; 92:183.

Koch SE, Williams ML. Acquired Cutis Laxa:
Case Report and Review of Disorders of
Elastolysis. Pediatr. Dermatol. 1985; 2:282-288.

Bharadwaj S, Shrestha P, Gohel TD, Singh
M.Cutis Laxa Presenting as Recurrent Ileus.
Gastroenterology Report 2016;4:77—79.

WAQNirmal B, George R, Bindra MS.
Acquired Cutis Laxa Associated with
Inflammatory Bowel Disease, Inflammatory
Arthritis and IgA Nephropathy. Indian J
DermatolVenereolLeprol.
2018;D0I:10.4103/ijdvl.IJDVL_904_16

Volume 8 No. 2
| 2018 June



	Page 1
	Page 2
	Page 3
	Page 4

