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Subsequently, the patient was put on maintenance therapy 
with dapsone 50 mg daily.

Circinate, annular and other patterned lesions may be 
seen in acute generalized pustular psoriasis, but are more 
characteristic of subacute or chronic forms of widespread 
pustular psoriasis.[2] These lesions begin as discrete areas 
of erythema following exfoliation of the pustules-pustules 
appear peripherally on the crest of the advancing edge, 
become desiccated and leave a trailing fringe of scale as the 
lesion slowly advances. Lapiere[5] had described a recurrent 
circinate erythematous psoriasis that may occur alone in 
complete absence of any stage of psoriasis, or may occur 
as a part of generalized pustular psoriasis. Linear forms of 
pustular psoriasis may occasionally be observed within the 
context of a more generalized psoriasis.[2]

Differential diagnosis of our case included circinate 
balanitis of Reiter�s disease and pustular secondary syphilis. 
Reiter�s disease was excluded on the basis of the absence of 
peripheral arthritis, urethritis and conjunctivitis.[6] Pustular 
secondary syphilis was ruled out due to the absence of 
skin lesions elsewhere, negative darkfield microscopy 
and serology.[7] Recurrent clinical pustular course and the 
circinate pattern in the absence of the features of Reiter�s 
disease, and the typical histopathology helped us to arrive 
at the diagnosis of localized pustular psoriasis of the glans 
penis. Usually the circinate variant of pustular psoriasis is 
generalized, but in our case it was localized to the glans 
penis. A case of pustular psoriasis limited to the penis has 
been documented in the literature.[4]

Localized pustular psoriasis is usually refractory to 
treatment.[3] Treatments include the use of topical steroids, 
tar preparation and systemic therapy with etretinate and 
PUVA (psoralen with ultraviolet A).[3] However, aggressive 
topical and phototherapeutic treatment modalities can lead 
to worsening of the condition.[8] Tetracycline, cyclosporine, 
and methotrexate have been found to be effective.[2] 
Dapsone and clofazimine have been found to be effective 
in anectodal reports;[2] our patient showed a dramatic 
response to dapsone.
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Anderson-Fabry’s disease with Anderson-Fabry’s disease with 
marfanoid featuresmarfanoid features

Sir,
Anderson-Fabry�s disease also known as angiokeratoma 
corporis diffusum universale, is a disorder caused by the 
deficiency of the lysosomal enzyme, alpha-galactosidase 
A. It results in progressive deposition of uncleaved neutral 
glycosphingolipids, predominantly, alpha-galactosyl-lactosyl 
ceramide (trihexosyl ceramide), within the lysosomes of 
endothelial, perithelial, and smooth muscle cells, autonomic 
nervous system, kidneys, eyes and heart.[1] This disease is 
rare and was first independently described by Anderson 
and Fabry in 1898.[2] We present here a case with marfanoid 
features.

A 12 year-old male patient presented with a tingling and 
burning sensation along the extremities with reddish-brown 
eruptions on his abdomen, back, buttocks, genitals and 
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thighs, since last two years. The skin lesions started around 
the umbilicus and subsequently spread to the other sites. 
There was no history of consanguinity or of any similar 
disease in his family. There was no history of chest pain, 
breathlessness, oliguria, or any eye complaints.

On general examination, his blood pressure was found to 
be 180/90 mm of Hg. He had arachnodactyly, a high arch 
palate, pes cavus, pectus excavatum with an arm span 
that was greater than his height, and positive thumb and 
wrist signs, which were suggestive of marfanoid features. 
Multiple angiokeratomas were present on his back, around 
the umbilicus, genitals and thighs in a �swimming suit� 
pattern [Figure 1]. Ophthalmic examination showed corneal 
opacities, tortuous retinal vessels and limbal hypermalanosis 
[Figure 2]. Hemogram, liver and renal function tests, and 
X-ray of the chest were normal. Electrocardiogram showed 
left ventricular hypertrophy and his echocardiography and 
lipid profile were normal. Routine urine examination and 24 
hour urine showed proteinuria. Examination of the urinary 
sediment by polarizing microscopy showed birefringent, 

lipid-containing cells with the �Maltese cross� pattern 
[Figure 3]. Histopathology of the skin lesions showed features 
of angiokeratoma. Due to the lack of facilities however, 
specific tests to detect alpha-galactosidase-A deficiency 
and urinary ceramide trihexoside could not be performed. 

Figure 1:  Multiple angiokeratomas present over shaft of penis, 
pubic region, thighs, back and buttocks

Figure 2:  Ocular examination showing  corneal opacities on slit 
lamp (bottom) and tortuous retinal blood vessels on 
fundoscopy (top)

Figure 3:  Polarized light microscopy of urine showing “Maltese 
cross” pattern
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The patient and parent were counseled and the patient was 
started on antihypertensive medications (oral atenolol and 
enalapril), low-dose aspirin, and oral carbamazepine, and was 
advised regular follow-up for cardiac and renal monitoring.

Anderson-Fabry disease is a rare, X-linked, inborn error of 
glycosphingolipid catabolism, resulting from mutations in 
the alpha-galactosidase A gene at Xq22.1.[3] The disease 
usually starts in early childhood and manifests with acral 
paresthesia. Renal pathology is one of its hallmarks and 
progressive glycosphingolipids deposition in the kidney 
results in proteinuria. During the initial stages, protein, 
casts, red cells, and desquamated kidney and urinary tract 
cells may appear in the urine. Polarization microscopy of the 
urinary sediment demonstrates birefringent lipid globules 
with the characteristic Maltese cross configuration, which 
was also seen in our case. Gradual deterioration of renal 
function and the development of azotemia usually occur in 
the 3rd to 4th decades of life.

The earliest ocular lesion is a diffused haziness in the 
subepithelial layer and later, whorl-like corneal opacities 
appear. Anterior capsular deposits in the lens or granular, 
spoke-like deposits on the posterior lens termed �Fabry 
cataract�; tortuosity of retinal vessels and conjunctival vein 
aneuysmal dilation are also found.[4] Our patient had corneal 
opacities and tortuous retinal vessels.

Prognosis is bad and patients usually die in their third or 
fourth decade of life from stroke or uremia. Treatment is 
symptomatic and enzyme replacement therapy can reverse 
substrate storage in the lysozyme.[5] To the best of our 
knowledge, this is the first report of association of Fabry�s 
disease with Marfanoid features.
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Comparative effi cacy of soap Comparative effi cacy of soap 
water, spirit, acetone and ether in water, spirit, acetone and ether in 
removing the adherent material removing the adherent material 
formed during and after removal formed during and after removal 
of micropore tape of micropore tape 

Sir,
Micropore tapes commonly used in medical practice, are 
non-expansible and contain a polyacrylate adhesive glue. 
A blackish adherent material is formed at the edges after 
prolonged application of these tapes. This material is not 
removable by normal bathing and the amount increases even 
after the removal of tapes. This study was undertaken to 
standardize a method to remove and prevent the formation 
of adherent material formed during the application and 
after removal of micropore tapes.

The study was conducted in ten volunteers by the application 
of five tapes of size 2.5 x 2.5 cm on the extensor aspect of 
the arm. A space was left between the 2nd and 3rd tapes as 
a negative control. All tapes were removed after 48 hours 
and were cleaned by a single person applying four horizontal 
strokes unidirectionally using one of the following agents: 
soap water, spirit, acetone or ether. The presence of the 
adherent material was graded as 0-nil, 1-mild, 2-moderate, 
and 3-marked [Figure 1]. The previously covered areas were 
observed for 48 hours after the removal of tapes. The study 
was analyzed using analysis of variance testing. A small 
amount of material was scraped with a scalpel blade to which 
10% KOH was added, warmed and observed. A tape was 
also stuck on the window pane to observe whether similar 
material accumulated at the edges of inanimate objects.

The results of the study are shown in Table. The efficacy of 
acetone and ether in removing the adherent material when 
compared to soap water and spirit was statistically significant 
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