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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.1 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.2 A severe ‘generalized infantile pustular
psoriasis’ case healed with low dose cyclosporine A is presented.

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

A Severe ‘Generalized Infantile
Pustular Psoriasis’ Case Healed with

Low Dose Cyclosporine A

AABBSS  TTRRAACCTT  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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ÖÖZZEETT  Yaygın püstüler psöriazis, çocuklarda oldukça nadir görülen, ağır formu hayatı tehdit
edebilen bir hastalıktır. Bir immün süpresif ajan olan siklosporin A ise, hücre içi mediatör kalsinörini
inhibe ederek aktive T hücrelerinin etkisini azaltmaktadır. Fakat siklosporin A’nın çocuklardaki
kullanımı hakkındaki bilgilerimiz oldukça azdır. Bu yazıda, deri biyopsisi ile püstüler psöriazis
teşhisi konulan ancak, asitretine yanıt alınamayan, yaygın eritrodermi ve deri bütünlüğünün kaybı
sebebi ile sepsis tablosunda iken kliniğimize danışılan, düşük doz siklosporin A ile iyileşen üç
yaşında erkek hasta sunuldu. Bir Th1 hücre hastalığı olduğu düşünülen psöriazisin ağır formlarında,
immünsüpresif etkili siklosporin A ilk seçenek olabilir.
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be ca u se of ge ne ra li zed eryt hro der mi a and pre su -
med sep sis du e to lo o se of skin in teg rity. Six
months ago, a ge ne ral pe di at ri ci an had pres cri bed
him in tra mus cu lar cep ha los po rin for the comp la -
ints of pu ru lent ear flux and trun cal ma cu lar rush
with a di ag no sis of scar let fe ver. The rush in cre a -
sed and trans for med to ve si cu lo pus tu lar form, the
pa ti ent had be en hos pi ta li zed and a skin bi opsy
was per for med for dif fe ren ti al di ag no sis of drug
erup ti on, pus tu lar pso ri a sis and se borr he ic der ma -
ti tis. Sin ce a skin bi opsy spe ci men sho wed chan -
ges com pa tib le with pus tu lar pso ri a sis (Figure 1),
na mely acant ho sis with elon ga ti on of re te rid ges,
pa ra ke ra to sis and spon gi o sis, acit re tin and emol li -
ent the rapy had be en star ted. A pel vic ul tra so nog -
raphy for his leg pa in sho wed pert hes di se a se.
Syste mic ste ro id (pred ni so lo ne) was ad ded to acit -
re tin for the last month. Be ca u se of no res pon se af -
ter thre e months of this the rapy and sep sis
fin dings, the pa ti ent was con sul ted to our cli nic.
On physi cal exa mi na ti on, his length is at third per -
sen ti le, we ight is at tenth per sen ti le. Alo pe ci a, ge -
ne ra li zed eryt hro der mi a and des qu a ma ti on, na il
dystrop hi es, myco ses on cur ved are as and an xi ety
we re the stri king fin dings (Figure 2). La bo ra tory
exa mi na ti on re ve a led that, he mog lo bin, lympho-
cy te, eo si nop hil, throm bocy te co unts, pro te in, al-
bu min, he pa tic enz ymes, se rum im mu nog lo bu lins,
iso he magg lu ti nins and lymphocy te sub gro ups we -
re all nor mal. But, ne ut rop hil co unt and acu te pha -

FIGURE 1: Skin biopsy showed acanthosis with elongation of rete ridges,
parakeratosis and spongiosis (HEx10).

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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se res pon se in cre a sed. All drugs ex cept emol li ent
we re dis con ti nu ed gra du ally and CsA was pres cri -
bed with a do se of 3 mg/kg/d orally. Af ter one
month of CsA the rapy, his skin eryt hro der mi a he -
a led and his ha ir ap pe a red but, the re we re des qu -
a ma ti ons (Figure 3). On the sixth month of
the rapy his con di ti on was ex cel lent (Figure 4). No
ad ver se ef fect was se en. 

DIS CUS SI ON
GPP is a ra re and se ve re pso ri a sis form and may be
li fe thre a te ning in chil dren.1,2 Pso ri a sis was pre vi -
o usly tho ught of as a di sor der pri ma rily of ke ra ti -
nocy tes but is now clas si fi ed as a Th1 di se a se which
is con sis tent with the re la ti ve un der-rep re sen ta ti -
on of Th2 di se a ses such as ato pic der ma ti tis.1 On
this ba sis, pri mary syste mic tre at ments for se ve re
pso ri a sis inc lu de pho tot he rapy, re ti no ids, met hot -
re xa te and CsA.4,5 Of them, re ti no ids are the most
com monly used oral drugs.1 But this cho i ce fa i led
in our pa ti ent. As well as se ve ral ca se re ports, Pe -
re i ra et al des cri bed a pe di at ric ca se se ri es with pus-
tu lar pso ri a sis res pon ded and well to le ra ted to
CsA.4 CsA has be en stu di ed ex ten si vely in pe di at ric
ato pic der ma ti tis. Its most se ri o us si de ef fects are
nep hro to xi city and hyper ten si on can be con trol led
ea sily with dis con ti nu a ti on of the drug.4 Thus, no
si de ef fect was ob ser ved for six months in our pa-
ti ent. Do se of CsA is em pi ric and chan ges abo ut 1
to 10 mg/kg/day. Ki lic et al ad mi nis te red a low do -
se (1 mg/kg/d) to the ir pa ti ents.3 We think that a
do se of 3 mg/kg/d is al so a low do se be ca u se our pa-
ti ent’s cli nic mo re se ve re (Figure 2) than the ot her
pa ti ents in the li te ra tu re that we can re ac hed. 

The ma in dif fe ren ti al di ag no sis in this pa ti ent
was acu te ge ne ra li zed eryt hro der mic pus tu lo sis.6 It
was exc lu ded with skin bi opsy and cli ni cal pic tu re. 

GPP is ge ne rally pre ce ded to pso ri a sis vul ga ris
and mo re se ve re in adults.7 Our pa ti ent’s cli ni cal
pic tu re was se ve re but no pre ce ding pso ri a tic le si -
on. 

So me trig ge ring fac tors ha ve be en imp li ca ted
such as me di ca ti on, in fec ti ons, so lar ir ra di a ti on and
lastly, strep to coc cal in fec ti on in a child.7 Thus, the -
re was a pos sib le scar let fe ver and me di ca ti on his-
tory in the pre sen ted ca se. 

Alt ho ugh, the re is a ne ed to lar ger cli ni cal ca -
se se ri es to say that CsA is the first cho i ce drug, we
think that low do se CsA tre at ment is an ef fec ti ve
and sa fe the rapy in pe di at ric GPP. 

FIGURE 4: On the sixth month of CsA therapy.
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