A case of unusual disseminated porokeratosis mibelli in 3 years old child 
treatment with topical 1% 5-fluorourasil 
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Abstract
Background : Porokeratosis is a rare genodermatosis, an unusual chronic and slowly progressive characterized by disorder of keratinization. The clinically are hyperkeratotic papules, or plaque surrounded by thread like elevated border that expands centrifugally. The diagnosis still doubt because  the lesion is not suitable with characterized of porokeratosis even though histopathology support the diagnosis. Case report : We report a 3 years old child with suspect unusual porokeratosis. Her mother complained few reddish spots and reddish patches sometimes itchy healed with white patches and brownish patches with little depressed at the center since 5 months ago. Physical examination: few lesion on the back, waist, left side of buttock, back of the neck, lateral upper left arm. Hypopigmented patches with atrophic at the center, hyperpigmented patches with the center atrophic and erythematous plaque with  erotion at the center. There was no abnormality of internal organ and laboratory finding. Histopatology examination found epidermis contains with invagination rete malpighi filled keratin. Stratum germinativum slightly thinned with corneum contains basket weave pattern. Topical therapy with 1% 5-fluorourasil cream twice daily and there is mild improvement after 10 days. Discussion :  The classic appearance of porokeratosis is characterized by a hyperkeratotic annular rim that expands peripherally, leaving an atrophic center.  The lesion on this case is suspect unusual for porokeratosis, so the diagnosis of this patient is still doubtful.
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Porokeratosis is a morphologically distinct disorder of keratinization, characterized clinically by hyperkeratotic papules or plaques surrounded by a thread-like elevated border that expands centrifugally. Porokeratosis is a genetically heterogeneous disorder with several loci identified to date; however, the pathogenetic mechanisms remain elusive. Males are more often affected than females and the onset of disease is usually during childhood.1  
	Classic porokeratosis begins during infancy or childhood as asymptomatic small brown to skin-colored annular papules with a characteristic annular border. The well-demarcated hyperkeratotic border is usually more than 1 mm in height, with a characteristic longitudinal furrow. The center of the lesion may be hyperpigmented, hypopigmented, depressed, atrophic, or anhidrotic. Lesions range in diameter from millimeters to several centimeters, but giant lesions measuring up to 20 cm may occur. Such giant porokeratoses are rare and occur predominantly on the lower leg and foot. Large lesions are associated with a higher malignant potential. Multiple lesions may arise; however, they are usually regionally localized and unilateral. The condition may be familial and inherited as an autosomal dominant trait. Lesions persist indefinitely.1,2

[bookmark: PG445]Histopathologic patterns are similar in all forms of porokeratosis, with the characteristic : the stratum corneum is hyperkeratotic, with a thin column of poorly staining parakeratotic cells, the cornoid lamella, the granular layer is either absent or markedly reduced but is of normal thickness in other areas of the lesion. Although cornoid lamella that can be found in other conditions, such as ichthyoses, viral wart and nevoid hyperkeratosis but we can distinctive in clinical apparent.1,2 
Lesions of porokeratosis are chronic, slowly progressive, and relatively asymptomatic, although intense pruritus has been reported.1,3 Treatment outcomes are variable and treatments are poorly standardized such as potent topical steroids, keratolytics, topical retinoids, topical 5-fluorouracil, imiquimod 5%, calcipotriol, anthralin, cryotherapy, carbon dioxide laser, pulsed dye laser, or neodymium:yttrium-aluminum-garnet laser may be considered.1 
The porokeratosis are generally chronic and progressive, with lesions increasing in size and number with time. Spontaneous resolution of lesions has been reported, although it is exceptionally rare.1,3

Case report
A 3-year old child came to Out-patient Clinic of Dermato-Venereology Department with complaints of white patches and brownish patches with depressed at the center, reddish patches, sometimes itchy on the back, waist, left of buttock, back of the neck, upper right arm since 5 months ago.The reddish spot and reddish patches were coalescent and the margin of the lesion mild elevated. About a month latter the lesions were healed spontaneously and leaving white patches and brownish patches with depressed at the center. The lesions were healed itself and leaving white patches and brownish patches with depressed at the center. There was no history of appplication of chemical agent, medicine, or insect bite before the lesion appearance. No history of fever, excessive sun exposure, weight loss, hepatitis history and complaints associated with his joints before. No history of consumption of medicine before the appearance of the patch such as prednisolone. No decreased or loss of sensation on the reddish patch or whitish patch on his skin.  No history of hair loss and dry skin. There was birthmark on the buttock since he was born. He was born on with normal full term spontaneous delivery, 2800 kg weight, helped by doctor. He is fifth child of five brothers.
[bookmark: _GoBack]		Physical examination  for general state is normal limit. Cutaneous examination revealed 

Hypopigmented patches and hyperpigmented patches with   atrophic at the center, 
erythematous plaque, erosions, multiple, present on the back, and several on waist, left side of
buttock, back of the neck and lateral upper left arm. There was no scaling, discharge and 
crusting from the lesions. No abnormality for hematologic malignancy, anal anomalies 
&craniosynostosis.
 

Figure 1. 

[image: G:\DCIM\101MSDCF\DSC05911.JPG]· Hypopigmented patches and hyperpigmented patches with  atrophic at the center, erythematous plaque with atrophic at  the center on the the back, and several on waist, left side of buttock, back of the neck and lateral upper left arm. 











Figure 2.
[image: G:\DCIM\101MSDCF\DSC05917.JPG]Hypopigmented patches on the upper left arm.


Skin biopsy done from lesions on the back revealed features of hiperkeratosis, parakeratosis,
basket weave pattern. There is invagination rete malpighi filled keratin. In dermis there were 
fibro collagen tissue with mild lymphocytes perivascular. Histopathology examination support 
diagnosis of porokeratosis. (figure 3). 
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Considering the diagnosis of unusual porokeratosis, The first time we treated with 0,1% mometasone furoat ointment twice daily on reddish patches, the lesion mild improvement after 2 weeks and there were new lesion still appeared. After that we treated with 1% 5-fluorourasil cream twice daily and there is mild improvement after 10 days. 






[image: G:\DCIM\101MSDCF\DSC06061.JPG]Follow up. November 3,  2017

The reddish lesion was decreased, some lesion 
 was  healed and involution. There was 1 new lesion with reddish patches on the back. No itchy.

Dermatology state:
Hypopigmented patches and hyperpigmented 
Patches with atrophic at the center, 
erythematous plaque with atrophic at the
center and some the lesion with hyperkeratotic 
margin, brownish crust.










Discussion

	We have reported a case of unusual porokaratosis in 3 years old child. Diagnosis based on anamnesis, physical finding and histopathology examination. Porokeratosis is an unusual chronic progressive dermatosis infrequently encountered in India and elsewhere. Girgla HS, et al. (India, 1996) reported over the last 4 years studied in University Institude Hospital, Varanasi, there were 10 patients porokeratosis.5 Patrizi A, et al.  (Italy, 2000) reported porokeratosis during the period 1991 ± 98 and found 54 cases (28 females and 26 males; age range 4 ± 89 years; mean age 54.5 years).6 
	The first time when the patient came, we working diagnosed with porokeratosis and diferential diagnosed with acquired perforating dermatosis. Because some the lesions in this case was healed with hyperpigmented and hypopigmented patches with atrophic at the center and erythematous plaque with erosion. The problem in this case is in diagnosis, because in clinically the lesion on this patient unsuitable for porokeratosis but the histopathology support for porokeratosis.
	Porokeratosis are consists of a single plaque or a small number of plaques of variable size expanding over a period of years to up to 20 cm in diameter, leaving an atrophic center. Lesions are usually located unilaterally on limbs, although other parts of the body may be affected (e.g. palms, soles, trunk, lips, genitals or mucous membranes). Porokeratosis frequently appears in childhood, especially if it is hereditary and occurs with a higher incidence in males (2.17:1).2  In this case we found dominantly lesions hyperpigmented and hypopigmented patches with atrophic at the center and erythematous plaque with erosion on the back, back neck, lateral left upper arm and buttock.   
	Fisher CA, et al. (San fransisco, 1995) reported unusual linear porokeratosis at birth with erosions and ulcerations of the face and lower extremity. No vesicles were present. Erosions up to 3 x 1 cm in the popliteal fossa with early scarring were noted, but most lesions were composed of small focal erosions or ulcerations with erythema and crusting. The lesion was treated with 1% 5-fluorouracil cream for six weeks with substantial improvement and cessation of spread. 6

The diferential diagnoses is acquired perforating dermatosis because characterized acquired perforating dermatosis is erythematous papules and plaques with leaving atrophic center, pruritic, mainly located in the trunk and limb. associated with some systemic diseases, especially diabetic patients with chronic renal failure and association with other systemic diseases such as tumors, chronic hepathopathies and HIV.7 But in this patient there was no systemic disease. 
The histopathology feature in this case are epidermis contains with invagination rete malpighi filled keratin.  Stratum germinativum slightly thinned with corneum contains basket weave pattern. Histopathology examination support diagnosis of porokeratosis. Histopathology for porokeratosis are the stratum corneum is hyperkeratotic, with a thin column of poorly staining parakeratotic cells, the cornoid lamella, the granular layer is either absent or markedly reduced but is of normal thickness in other areas of the lesion.1 Histopathology for acquired perforating dermatosis reveals epidermal invagination with keratotic plug.7 
	In this case we treated with 0,1% mometasone furoat ointment twice daily on the reddish lesion, after 10 days, the reddish lesion was reduced. There were some  modalities therapy for porokeratosis. 	A number of treatments have been proposed, although the response to these is variable. First line therapy porokeratosis is 5 fluorouracil cream and second line are calcipotriol, imiquimod, topical corticosteroid and topical retinoids. 2,4 Venkatarajan S, et al. (Texas, 2010) reported the successful treatment of porokeratosis with topical 5 % imiquimod at night and topical 1 % 5-fluorouracil every morning. The result on the treated area appeared well healed with mild residual hyperpigmentation after a total of 16 weeks.8
Verma, et al. (India, 1994) reported the patient porokeratosis was treated with dexamethasone pulse consisting of 100 mg dexamethasone in 5% dextrose given  intravenously over 2-3 h on three consecutive days in a month. New lesions stopped appearing after first pulse and after four such pulses the existing lesions started regressing. There was resolution of more than 60% and flattening of almost all the lesions after 12 such pulses. After 18 pulses, there was flattening of all the lesions and about 80% lesions had completely disappeared. There were no side effects of the therapy seen.9
The disease is generally considered a benign process; however, malignant degeneration may occur such as squamous cell carcinoma, bowen disease and basal cell carcinoma have also been reported. Malignant degeneration has been described in all forms of porokeratosis, with a reported incidence of 7.5–11%.2	
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