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Summary

Kaposi's disease represents a multifocal endothelial
proliferation which may involve several organs, but most
frequently it is associated with skin lesions. There have been
described four different clinical variations of this disease, each
with its own symptoms, epidemiology and evolution. One of
these forms develops in immunosuppressed patients who
undergo systemic therapies, such as Prednisone, calcineurin
inhibitors or chemotherapy. It is unanimously accepted that
HHV-8 infection is the main etiologic factor for Kaposi's
disease. Kaposi's disease due to iatrogenic immunosuppression
is characterized by violaceous skin lesions which appear
during systemic immunosuppressive therapy (such as oral
corticosteroids). The disease usually progresses at a slow rate
and it may resolve itself spontaneously in early stages or by
removing the immunosuppressive therapy. 

We present the case of a patient with Kaposi's disease
due to corticosteroid treatment administered for bullous
pemphigoid.

Key words: Kaposi's disease, bullous pemphigoid,
HHV-8, Dapsone in Kaposi's disease treatment.

Rezumat

Boala Kaposi reprezintã o proliferare endotelialã
multifocalã care poate implica mai multe organe, dar cel
mai frecvent determinând afectare tegumentarã. Boala a
fost raportatã în patru forme clinice distincte, cu
simptomatologie, epidemiologie ºi evoluþie diferite, dintre
care una apare în contextul imunosupresiei, ca urmare a
administrãrii  unor terapii sistemice, precum prednison,
inhibitori de calcineurinã sau citostatice. Este unanim
acceptat cã toate variantele clinice de boalã Kaposi implicã
existenþa infecþiei cu HHV8. Boala Kaposi indusã iatrogen
se caracterizeazã prin apariþia leziunilor violacee
caracteristice în timpul tratamentului imunosupresor
sistemic (de ex. corticosteroizi). Evoluþia este, de obicei,
cronicã, lent progresivã, dar se poate ameliora spontan, în
special în stadiile incipiente ale bolii sau odatã cu sistarea
medicamentelor imunosupresoare.

Prezentãm cazul unei paciente cu boalã Kaposi
dezvoltatã în urma tratamentului cu corticosteroizi al unui
pemfigoid bulos.

Cuvinte cheie: boala Kaposi, pemfigoid bulos, HHV-
8, Dapsona în boala Kaposi.
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Introducere

Boala Kaposi, descrisã pentru prima datã în
1872, reprezintã un proces proliferativ vascular,
multicentric, asociat cu infecþia cu HHV-8 [1,2].
Patogeneza acestei boli, declanºatã de virusul
HHV-8 identificat în toate leziunile, indiferent de
forma clinicã sau stadiu evolutiv, este încã
neclarã, atât din punct de vedere al tipului de
proliferare patologicã – vascularã reactivã sau
neoplazicã – care genereazã apariþia leziunilor,
cât ºi din punct de vedere al celulelor afectate –
endoteliul vascular sau limfatic [1,2,3]. Studii in
vitro au demonstrat faptul cã virusul HHV-8,
inductor al bolii Kaposi, poate infecta atât
endoteliul vascular, cât ºi pe cel limfatic,
explicând astfel limfedemul important al mem-
brului inferior care poate apãrea la unii pacienþi
cu boala Kaposi [2]. Existã patru forme clinice:
cronicã; endemicã africanã; epidemicã, corelatã
cu infecþia HIV; iatrogenã, secundarã
imunosupresiei dobândite (inclusiv postcortico-
terapie sistemicã) [4,5].

Prezentãm un caz de boalã Kaposi apãrutã în
urma terapiei imunosupresoare, administratã
pentru o afecþiune buloasã – pemfigoid bulos.

Caz clinic

Pacientã în vârstã de 77 de ani, din mediul
rural, diagnosticatã cu pemfigoid bulos în urmã
cu câteva luni, pentru care a urmat corticoterapie
sistemicã 0,5 mg/kgc/zi cu reducere treptatã a
dozei, se interneazã în clinica noastrã pentru
agravarea leziunilor buloase ºi apariþia unor
noduli eritemato-violacei, cu diametrul între 0,5
ºi 5 cm, cu margini bine delimitate, intens
pruriginoºi, diseminaþi pe trunchi ºi membre,
precum ºi pentru limfedem al membrului inferior
drept, în evoluþie de câteva luni. (Fig. 1, 2)

Examenul dermatoscopic al nodulilor
violacei a evidenþiat zone de diferite culori –
albastru, roºu, descrise în literaturã drept
,,modelul curcubeu“, datoritã asemãnãrii cu
spectrul culorilor curcubeului [6,7]. (Fig. 3)

Prin punch biopsie, am prelevat o leziune de
la nivelul antebraþului stâng, care a evidenþiat
urmãtoarele aspecte: fragment de tumorã
dispusã la nivel dermal, alcãtuitã din celule
fuziforme/alungite, dispuse fascicular storiform,
sub formã de micronoduli, cu frecvente hematii

Introduction

Kaposi’s disease, described for the first time
in 1872, represents a multifocal vascular
proliferative process associated with HHV-8
infection [1,2]. The pathogenic pathway of this
disease, triggered by the HHV-8 virus identified
in all lesions, regardless of the clinical form,
remains uncertain: first of all, it is unclear
whether the lesions are caused by a reactive
vascular proliferation or by a neoplastic
proliferation; secondly, it is still under debate
which type of endothelia – vascular or lymphatic
– plays a more important role in pathogenesis
[1,2,3]. In vitro studies have shown that HHV-8
can infect both the vascular and the lymphatic
endothelia, thus explaining the development of
inferior limb lymphedema which may be
significant in some patients [2]. There are four
principal clinical variants of Kaposi’s disease:
chronic; African endemic; epidemic, associated
with HIV infection; iatrogenic, due to acquired
immunosuppression (including systemic
corticotherapy) [4,5].

We present a case of iatrogenic Kaposi’s
disease, secondary to immunosuppressive
therapy administered for bullous pemphigoid.

Clinical case

A 77-year-old female patient, previously
diagnosed with bullous pemphigoid, for which
she was administered systemic corticosteroids 0.5
mg/kg body weight/day with progressive
tapering over the course of several months, was
admitted into our clinic for exacerbated bullous
lesions and the development of erithemato-
violaceous nodules, 0.5 to 5 cm in diameter, with
well-defined margins, very itchy, spread across
the trunk and limbs. In addition, the patient also
presented with right inferior limb lymphedema,
several months old. (Fig. 1,2)

Dermoscopy of the violaceous nodules
revealed different colored areas – blue, red,
described as the “rainbow pattern”, due to its
resemblance to the rainbow color specter [6,7].
(Fig. 3)

We performed a punch-biopsy from the left
forearm which was described by the pathology
laboratory as: tumor fragment located in the
dermis, composed of spindle cells, arranged in



extravazate ºi benzi fine de colagen intercalate;
celulele tumorale protruzeazã în spaþii vasculare
preexistente; unele vase fãrã pereþi proprii,
examenul histopatologic fiind astfel compatibil
cu diagnosticul de boalã Kaposi. (Fig. 4)

Pentru a exclude forma epidemicã de boalã
Kaposi, a fost recoltatã serologie HIV, care a fost
negativã.

Pe baza anamnezei, examenului clinic,
investigaþiilor de laborator ºi a examenului
histopatologic am stabilit diagnosticul de boalã
Kaposi asociatã cu pemfigoid bulos.

Tratamentul sistemic a constat în Prednison
0,8 mg/kgc/zi iniþial, cu scãdere treptatã pânã la
0,6 mg/kgc/zi, sub protecþie gastricã ºi Dapsonã
50 mg/zi. Local s-a aplicat sulfadiazinã de argint.
La externare, starea pacientei a fost semnificativ

fascicles, forming micronodules, with frequent
extravasated erythrocytes and fine inlays of
collagen fibers; protrusive tumor cells in pre-
existing vascular spaces; some blood vessels
lacked their own walls. Therefore, the result was
conclusive for the diagnosis of Kaposi’s disease
[5]. (Fig. 4)

In order to rule out the epidemic variant of
Kaposi’s disease, we also tested the patient for
HIV markers, which turned out negative.

Based on the patient’s history, the clinical
examination, the para-clinical investigations and
the histopathology examination, we established
the diagnosis of Kaposi’s disease associated with
bullous pemphigoid.

The patient was initially administered
Prednisone 0.8 mg/kg body weight/day, with a
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Fig. 1. Noduli eritemato-violacei, cu margini bine
delimitate, diametrul 0,5-2,5 cm, diseminaþi pe membrele
inferioare; bule mari diseminate, în tensiune, cu conþinut

clar, eroziuni ºi cruste.
Fig. 1. Erithemato-violaceous nodules, 0.5 to 2.5 cm in
diameter, with well-defined margins, spread across the

limbs; disseminated bullous lesions, in tension, with clear
contents, erosions and crusts.

Fig. 3. Zone de diferite culori - albastru, roºu, descrise în
literaturã drept ,,modelul curcubeu", datoritã asemãnãrii

cu spectrul culorilor curcubeului
Fig. 3. Differently colored areas - blue, red, described as the
"rainbow pattern", due to its resemblance to the rainbow

color specter

Fig. 4. Celule fuziforme/alungite, dispuse fascicular
storiform, sub formã de micronoduli, cu frecvente hematii

extravazate ºi benzi fine de colagen intercalate; celulele
tumorale protruzeazã în spaþii vasculare preexistente; unele
vase fãrã pereþi proprii (coloraþie HE, 4X - a; HE, 10X - b). 

Fig. 4. Spindle cells, arranged in fascicles, forming
micronodules, with frequent extravasated erythrocytes and
fine inlays of collagen strips; protrusive tumor cells in pre-

existing vascular spaces; some blood vessels lacked their
own walls (HE stain, 4X - a; HE, 10X - b)

Fig. 2. Agravarea leziunilor buloase ºi apariþia unor noduli
eritemato-violacei.

Fig. 2. Exacerbation of bullous lesions and appearance of
erithemato-violaceous nodules.
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amelioratã. Astfel, s-a decis continuarea reducerii
dozei de Prednison de 0,6 mg/kgc/zi cu 0,15
mg/kgc/sãptãmânã, pânã la sistarea acestuia ºi
înlocuirea cu Dapsonã 50 mg/zi. 

Discuþii ºi concluzii

Pacienþii cãrora li se administreazã cortico-
terapie sistemicã, inhibitori de calcineurinã sau
citostatice, pot dezvolta secundar boala Kaposi.
Dintre medicamentele imunosupresoare, cel mai
frecvent este implicatã ciclosporina, în cazul
cãreia se descrie ºi un debut mai rapid al bolii.
[2,3].

Abordarea pacienþilor cu boalã Kaposi aso-
ciatã pemfigoidului bulos este dificilã pentru cã
necesitã terapie imunosupresoare pentru
controlul pemfigoidului bulos, ceea ce poate
agrava în acelaºi timp boala Kaposi.

Astfel, în cazul de faþã, s-a încercat reducerea
dozei de corticosteroid pânã la sistarea
administrãrii acestuia ºi înlocuirea treptatã cu
Dapsonã.

Conform literaturii de specialitate, trata-
mentul cu Dapsonã este benefic în ambele
patologii, în boala Kaposi constatându-se
ameliorarea simptomatologiei. Histopatologic s-a
observat reducerea numãrului celulelor fusi-
forme ºi creºterea numãrului de vase mature,
evidenþiate imunohistochimic prin intermediul
marker-ului celular endotelial (F VIII R-Ag) [8].
În ceea ce priveºte pemfigoidul bulos, trata-
mentul adjuvant cu Dapsonã a fost consemnat în
multiple trialuri clinice, acesta având un profil de
siguranþã bun ºi puþine efecte adverse [9,10].
Sticherling ºi colaboratorii au cercetat eficienþa
metilprednisolonului asociat cu azathioprinã,
comparativ cu cea a metilprednisolonului asociat
cu Dapsonã. S-a constatat cã Dapsona are un
potenþial moderat de creºtere a efectului
metilprednisolonului faþã de azathioprinã.
Mortalitatea la un an a pacienþilor trataþi cu
aceste asocieri de medicamente a fost relativ
scãzutã [11].

În literatura de specialitate au fost citate
multiple cazuri de boalã Kaposi dezvoltatã în
urma corticoterapiei sistemice administratã în
special pentru pemfigoid bulos. Chiar dacã este o
complicaþie relativ rarã, toþi medicii derma-
tologici care prescriu tratament imunosupresor ar
trebui sã aibã în vedere suspiciunea de boalã

gradual decrease in dosage, up to 0.6 mg/kg
body weight/day. In addition, we prescribed
gastric protective agents and Dapsone 50
mg/day. Topical treatment consisted of silver
sulfadiazine. During the admission the patient’s
condition greatly improved. Therefore, we
decided to continue lowering the Prednisone
dose by 0.15 mg/kg body weight/week until
cessation and replacement with Dapsone
50mg/day.

Discussions and conclusions

Patients undergoing systemic corticotherapy,
chemotherapy or calcineurin inhibitor treatment,
may develop Kaposi’s disease. Of the
immunosuppressive drugs, ciclosporin is most
commonly involved, and a more rapid onset of
the disease is described. [2,3]

Managing patients with Kaposi’s disease
associated with bullous pemphigoid may prove
to be challenging due to the fact that
immunosuppressive therapy is indicated in the
treatment of bullous pemphigoid, exacerbating
Kaposi’s disease.

Therefore, in our case, we decided to
progressively reduce the dose of corticosteroid
until cessation and replace it with Dapsone 50
mg/day.

According to literature citations,
administering Dapsone is indicated in both
pathologies. For example, in Kaposi’s disease, the
histopathological examination describes a
reduction of spindle cells and an increase of
mature vessels – using the endothelial cellular
marker (F VIII R-Ag) in immunohistochemical
stains [8]. On the other hand, multiple clinical
trials researched prescribing Dapsone for bullous
pemphigoid and concluded that it was safe to be
used and it had very few side effects [9,10].
Sticherling et al. compared the efficiency of
methylprednisolone associated with azathioprine
to that of methylprednisolone associated to
Dapsone. The results were that Dapsone can
potentially increase the effect of
methylprednisolone, more than azathioprine.
The one-year mortality rate in patients treated
with these drug combinations was relatively low
[11].

There have been described several cases of
Kaposi’s disease triggered by systemic
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Kaposi la un pacient care dezvoltã rapid papule
violacee. Deºi evoluþia acestei forme de boalã este
rapid progresivã, recunoaºterea ei ºi sistarea cât
mai rapidã a corticoterapiei poate duce la
dispariþia leziunilor. Fiind declanºatã de infecþia
viralã cu HHV-8, creºterea imunitãþii pacientului
poate ameliora manifestarea bolii Kaposi ºi
induce remisiunea [12].

Boala Kaposi dispune de multiple metode de
tratament. Dacã este implicatã o zonã micã, se
recomandã excizia sau radioterapia superficialã,
aceasta din urmã reprezentând tratamentul de
elecþie în cazul pacienþilor cu boalã nodularã a
extremitãþilor. Crioterapia reprezintã o
alternativã în tratamentul leziunilor nodulare.

În cazul unei boli extensive, pot fi admi-
nistrate chimioterapice citotoxice intralezional:
Vinblastinã, Vincristinã, Bleomicinã.

În ceea ce priveºte forma clinicã de boalã
Kaposi indusã prin imunosupresie iatrogenã,
trebuie reduse dozele de imunosupresoare ºi
înlocuiþi inhibitorii de calcineurinã cu rapamicinã
[1,5].

Evoluþia pacientei a fost una favorabilã,
reuºindu-se sistarea totalã a corticoterapiei ºi
înlocuirea acesteia cu Dapsonã, fapt ce a condus
la ameliorarea semnificativã atât a leziunilor de
boalã Kaposi, cât ºi a celor din pemfigoidul bulos.

corticotherapy, especially prescribed for bullous
pemphigoid. Therefore, even though it is a
relatively rare complication, every dermatologist
must take into consideration Kaposi’s disease
when a patient undergoing immunosuppressive
therapy develops violaceous papules. Although
this variant of  Kaposi’s disease progresses
hastily, rapid diagnosis and cessation of
corticosteroids may lead to the resolution of these
lesions. In addition, since HHV-8 plays an
important role in the physiopathology of
Kaposi’s disease, improving the patient’s
immune status may help control the disease
manifestations [12]. 

There is a multitude of treatment options for
Kaposi’s disease. For example, if a small area is
involved, excision or superficial radiotherapy is
recommended. The latter represents the
treatment of choice for patients with nodular
disease of the extremities. Cryotherapy may be
an option for treating nodular lesions.

Extensive clinical variants of Kaposi’s disease
may benefit from intralesional injections of
cytotoxic drugs, such as: Vinblastine, Vincristine,
Bleomycin.

As far as the iatrogenic variant of Kaposi’s
disease is concerned, lowering the doses of
immunosuppressive therapy and replacing
calcineurin inhibitors with rapamycine are the
main objectives [1,5].

In our case, we successfully managed to
completely cease corticotherapy and replace it
with Dapsone, thus significantly improving both
Kaposi’s disease and bullous pemphigoid.
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