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A Severe ‘Generalized Infantile
Pustular Psoriasis’ Case Healed with
Low Dose Cyclosporine A

Diisiik Doz Siklosporin A ile lyilesen Agir Bir
“Yaygin Infantil Piistiiler Psoriazis’ Vakast

ABSTRACT Generalized pustular psoriasis is a rare disease which may be life threatening in chil-
dren. Cyclosporine A is an immune suppressive agent that inhibits activated T cells via calcineurin
inhibition. But the experience of its use in children is limited. Here, a 3-years old boy who diag-
nosed as pustular psoriasis by a skin biopsy but did not responded to acitretin treatment, then con-
sulted to our clinic because of generalized erythrodermia and presumed sepsis due to loose of skin
integrity was presented. In the severe forms of psoriasis that is classified as a Th1 disease, cy-
closporine A can be the first choice drug.
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OZET Yaygin pistiiler psoriazis, ¢ocuklarda oldukca nadir goriilen, agir formu hayati tehdit
edebilen bir hastaliktir. Bir immiin stipresif ajan olan siklosporin A ise, hiicre i¢i mediator kalsinorini
inhibe ederek aktive T hiicrelerinin etkisini azaltmaktadir. Fakat siklosporin A'min ¢ocuklardaki
kullanim1 hakkindaki bilgilerimiz oldukc¢a azdir. Bu yazida, deri biyopsisi ile piistiiler psoriazis
teshisi konulan ancak, asitretine yamit alinamayan, yaygin eritrodermi ve deri biitiinligiintin kayb:
sebebi ile sepsis tablosunda iken klinigimize damsilan, disiik doz siklosporin A ile iyilesen ¢
yasinda erkek hasta sunuldu. Bir Th1 hiicre hastalig1 oldugu diistiniilen psériazisin agir formlarinda,
immiinsiipresif etkili siklosporin A ilk segenek olabilir.

Anahtar Kelimeler: Psoriazis; tedavi bilimi
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soriasis, a papullosquamous skin disease, was previously thought of as

a disorder primarily of keratinocytes but is now classified as a Th1 di-

sease which is consistent with the relative under-representation of
Th2 diseases such as atopic dermatitis. Generalized pustular psoriasis (GPP)
(von Zumbusch psoriasis) is an acute form in which small, monomorphic
sterile pustules develop in painful inflamed skin and may be life threate-
ning in children.! Cyclosporine A (CsA) is an immune suppressive agent
that inhibits activated T cells via calcineurin inhibition. But the experien-
ce of its use in children is limited.? A severe ‘generalized infantile pustular
psoriasis’ case healed with low dose cyclosporine A is presented.

I CASE REPORT

A 3-years old boy who diagnosed as pustular psoriasis by a skin biopsy but
did not responded to acitretin treatment, and then consulted to our clinic
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because of generalized erythrodermia and presu-
med sepsis due to loose of skin integrity. Six
months ago, a general pediatrician had prescribed
him intramuscular cephalosporin for the compla-
ints of purulent ear flux and truncal macular rush
with a diagnosis of scarlet fever. The rush increa-
sed and transformed to vesiculopustular form, the
patient had been hospitalized and a skin biopsy
was performed for differential diagnosis of drug
eruption, pustular psoriasis and seborrheic derma-
titis. Since a skin biopsy specimen showed chan-
ges compatible with pustular psoriasis (Figure 1),
namely acanthosis with elongation of rete ridges,
parakeratosis and spongiosis, acitretin and emolli-
ent therapy had been started. A pelvic ultrasonog-
raphy for his leg pain showed perthes disease.
Systemic steroid (prednisolone) was added to acit-
retin for the last month. Because of no response af-
ter three months of this therapy and sepsis
findings, the patient was consulted to our clinic.
On physical examination, his length is at third per-
sentile, weight is at tenth persentile. Alopecia, ge-
neralized erythrodermia and desquamation, nail
dystrophies, mycoses on curved areas and anxiety
were the striking findings (Figure 2). Laboratory
examination revealed that, hemoglobin, lympho-
cyte, eosinophil, thrombocyte counts, protein, al-
bumin, hepatic enzymes, serum immunoglobulins,
isohemagglutinins and lymphocyte subgroups we-
re all normal. But, neutrophil count and acute pha-

FIGURE 1: Skin biopsy showed acanthosis with elongation of rete ridges,
parakeratosis and spongiosis (HEx10).
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FIGURE 2: Alopecia, generalized erythrodermia and desquamation, nail dy-
strophies, mycoses on curved areas and anxiety were the striking findings.

FIGURE 3: After one months of CsA therapy.
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FIGURE 4: On the sixth month of CsA therapy.

se response increased. All drugs except emollient
were discontinued gradually and CsA was prescri-
bed with a dose of 3 mg/kg/d orally. After one
month of CsA therapy, his skin erythrodermia he-
aled and his hair appeared but, there were desqu-
amations (Figure 3). On the sixth month of
therapy his condition was excellent (Figure 4). No
adverse effect was seen.

Turkiye Klinikleri J Pediatr 2011;20(1)

Alisan YILDIRAN et al

I DISCUSSION

GPP is a rare and severe psoriasis form and may be
life threatening in children.!? Psoriasis was previ-
ously thought of as a disorder primarily of kerati-
nocytes but is now classified as a Th1 disease which
is consistent with the relative under-representati-
on of Th2 diseases such as atopic dermatitis.! On
this basis, primary systemic treatments for severe
psoriasis include phototherapy, retinoids, methot-
rexate and CsA.*> Of them, retinoids are the most
commonly used oral drugs.! But this choice failed
in our patient. As well as several case reports, Pe-
reira et al described a pediatric case series with pus-
tular psoriasis responded and well tolerated to
CsA.* CsA has been studied extensively in pediatric
atopic dermatitis. Its most serious side effects are
nephrotoxicity and hypertension can be controlled
easily with discontinuation of the drug.* Thus, no
side effect was observed for six months in our pa-
tient. Dose of CsA is empiric and changes about 1
to 10 mg/kg/day. Kilic et al administered a low do-
se (1 mg/kg/d) to their patients.> We think that a
dose of 3 mg/kg/d is also a low dose because our pa-
tient’s clinic more severe (Figure 2) than the other
patients in the literature that we can reached.

The main differential diagnosis in this patient
was acute generalized erythrodermic pustulosis.® It
was excluded with skin biopsy and clinical picture.

GPP is generally preceded to psoriasis vulgaris
and more severe in adults.” Our patient’s clinical
picture was severe but no preceding psoriatic lesi-
on.

Some triggering factors have been implicated
such as medication, infections, solar irradiation and
lastly, streptococcal infection in a child.” Thus, the-
re was a possible scarlet fever and medication his-
tory in the presented case.

Although, there is a need to larger clinical ca-
se series to say that CsA is the first choice drug, we
think that low dose CsA treatment is an effective
and safe therapy in pediatric GPP.
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