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normal vaginal delivery with no aggravation of skin lesions and onset of any
unfavorable systemic manifestations.Conclusion Diagnosis of PXE is
usually delayed due to its benign nature. Dermatologists should have high
degree of suspicion to diagnose at initial stages of the disease to avoid
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INTRODUCTION

Pseudo-xanthoma elasticum (PXE) is a rare inheritable condition (affects 1 in 25000 to 1 in 100000) with autosomal
recessive inheritance. Skin changes may appear in childhood; but due to asymptomatic and benign look of the condi
tion, the diagnosis is frequently not made until serious systemic or ocular complications develop in the third or fourt
h decade of life.
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Case report

A 30-year-old primigravida in her 20 weeks of pregnancy reported to Dermatology OPD, Regional Institute of Medi
cal Sciences, Imphal with complaints of red colored, itchy skin eruptions over her abdomen since the last two month
S. The lesions were insidious in onset and gradually increased in size and numbers since onset of pregnancy. She had
been diagnosed as Pseudo-Xanthoma Elasticum in 2005, when she presented with asymptomatic skin lesions over t
he neck .On ophthalmological examination, she was found to have Angioid streaks in the retina. She had not receive
d any specific treatment for her current skin problem. There were no other concurrent complaints suggestive of syste
mic or ocular involvement. On examination, there were multiple erythematous papules, few coalescing to form eryth
ematous plaques with ill defined borders on both flanks (Fig.1). Few papules around umbilical area were also noted.

The skin over the anterior part of neck showed characteristic ‘plucked chicken skin” appearance of PXE. The nape o
f neck and both lateral surfaces of the neck showed ‘sagging of the skin’ (Fig.2). No other significant skin lesions no
ted over other flexures or non-flexural sites. General physical and systemic examinations were within normal limits.

Histo-pathological examination revealed characteristic fragmented elastic fibers in mid-dermis(Fig.3). The patient re
ported after normal vaginal delivery with no aggravation of skin lesions or onset of any unfavorable systemic manife
stations.

Fig.2. Sagging of skin on lateral aspects of neck
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Fig. 3. Histopathology findings showing fragmented elastic fibers in mid -dermis

Discussion

PXE is due to loss of function of ABCC6 gene. This defect results in the decreased plasma anti-mineralization capac
ity due to reduced matrix gla protein and /or fetuin-A activity allowing progressive mineralization of elastic fibers in
target organs like the skin, eye and cardio-vascular system. Calcification of elastic fibers in the dermis, the media an
d intima of medium sized arteries and Brusch’s membrane of the eye produces the characteristic clinical and histo-p
athological changes of PXE.! Only cutaneous manifestations and Angioid streaks are noted in our case report which
is not uncommon.

PXE has characteristic thin, yellowish papules typically appearing in the flexural areas in the first or second decade
of life with the lateral neck being the first area to be classically affected.* Other flexural folds of axilla, groin and po
pliteal fossa are frequently involved.? Trunk involvement is rare. Periumbilical pseudoxanthoma elasticum (PXE) pr
esenting in a distinctive clinical pattern has been reported in six middle-aged, multiparous women. Other sites usuall
y affected in PXE were spared. The clinical picture in these cases differed from classic PXE.>

As seen in our case, PXE characteristically has papules coalescing to form cobble-stone like plaques giving rise to ‘p
lucked chicken skin’ appearance over time. The patient also has characteristic sagging of the skin in the neck due to
loss of recoil as a result of impaired function of the elastic fibre network. A classical ocular finding, but not pathogn
omonic of PXE , is Angioid streaks in the retina. It can cause progressive loss of vision by age 40 and legal blindnes
s in few cases." Angioid streaks were detected in our case when she was diagnosed in 2005. However, she does not h
ave any symptoms suggesting visual impairment presently.

PXE can have cardiological manifestations mainly due to formation of atheromatous plaques in elastic media and int
ima of primarily mid-sized arteries due to progressive calcification. Sequelae may include intermittent claudication,
loss of peripheral pulses, reno-vascular hypertension, angina pectoris, myocardial infarction and stroke. There is also
increased prevalence of mitral valve prolapse.'* Our case did not have signs and symptoms suggesting cardio-vascu
lar involvement.

Histo- pathological features of PXE show distorted, fragmented elastic fibers in the mid and deep reticular dermis wi
th calcium deposits on the altered elastic fibers on routinely stained sections in advanced cases. Both findings were p
resent in the skin biopsy of our case.

PXE is not associated with markedly increased fetal loss or adverse reproductive outcomes. Although a few pregnan
cies were associated with worsening of skin manifestations, there was no correlation pregnancy with ultimate severit
y of skin, ocular or cardiovascular manifestations. There is no basis for advising women with PXE to avoid becomin
g pregnant, and most pregnancies in PXE are uncomplicated.*®
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There is no specific treatment for the condition, but regular follow-up should be done to identify and treat the compli
cation early.

Conclusion

Diagnosis of PXE is usually delayed due to its benign nature and initial symptoms may mimic many other papular s
kin eruptions. As serious complications are associated with it dermatologists should have high degree of suspicion to
diagnose at initial stages of the disease. In females, complications related to pregnancy and possible outcomes of pr
egnancy should be discussed with the patient along with genetic counseling as it is an inheritable disorder. This case
is reported for its rarity and pregnancy outcome.
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