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Case report

Abstract
Papuloerythroderma, described by Ofuji in 1984, is characterized by the occurrence of polygonal, erythematous-brown
papules, covering the entire skin surface, except skin folds; these changes are accompanied by pruritus and eosinophil-
ia. We report a case of a 41-year-old female patient with melanoerythroderma that has been intensifying since August
2010. The patient’s personal and family history for atopy were negative. No triggering factors were identified in the
course of hospitalizations. Preceding infections and neoplasms were excluded. The diagnosis of papuloerythroder-
ma of Ofuji was established on the basis of major and minor criteria proposed by Torchia et al. The patient met all
the five major criteria: 1) erythroderma-like eruption formed by coalescence of flat-topped, red-to-brown papules
with a cobblestone-like appearance, 2) itch, 3) sparing of skin folds and creases, 4) histopathological exclusion of
cutaneous lymphoma and other skin diseases, 5) absence of the causative factors such as tumors, infections, drugs
and atopy. Regarding the 5 minor criteria, the patient met the following three: 1) peripheral (33.8%) and tissue eosinophil-
ia, 2) elevated level of the total serum IgE (10935 IU/ml), 3) lymphopenia (6.6%). The patient went into remission
after 9-month treatment with cyclosporine at a dose of 3 mg/kg.

KKeeyy  wwoorrddss::  deck-chair sign, erythroderma, itchy papules, melanoerythroderma, papuloerythroderma.

Introduction

Papuloerythroderma was described for the first time
by Ofuji in 1984 [1]. In 2010, Torchia et al. carried out a meta-
analysis of 170 cases of this syndrome, described until 2009
[2]. Based on their observations, the authors made an eti-
ological division of the disease into 4 forms: 1. Primary (idio-
pathic); 2. Secondary (in the course of atopic disease, neo-
plasms, infections, drugs); 3. Papuloerythroderma imitating
lymphoma; 4. Other diseases with a clinical picture sim-
ilar to that of papuloerythroderma (erythroderma without
papules).

Regarding the syndrome, the authors defined 10 diag -
nostic criteria. Five major criteria included: 1. Erythroder-
mic eruption, consisting of flat-topped, coalescent, red-
brown papules with a cobblestone-like appearance. 
2. Sparing of skin folds. 3. Pruritus. 4. Histopathological pic-
ture excluding lymphoma and other skin diseases. 
5. Absence of triggering factors, such as neoplasms,
infections, pharmacological agents, atopy. Minor criteria
included: 1. Age over 55 years. 2. Male sex. 3. Peripheral
and/or tissue eosinophilia. 4. Elevated level of total IgE. 
5. Peripheral lymphopenia. 

The diagnosis of the idiopathic form of the syndrome
requires the presence of all the 5 major criteria [2].

Case report

A female, 41 years old, an office worker, with negative
personal and family history of atopy and any chronic dis-
eases, negated prolonged use of any medical agents and
sensitization to drugs and other substances. The first skin
changes occurred on the patient’s trunk as erythematous
papules in August 2010, accompanied by pruritus. The
patient was hospitalized for progression of the skin
changes. Laboratory tests revealed: an elevated level of total
immunoglobulin IgE – 1415 IU/ml, eosinophilia – 14% and
lymphopenia – 14%. Syphilis was excluded. X-ray exami-
nation of the chest was within normal limits. An unclear
clinical picture was the reason for 2 skin biopsies. The results
of histopathological evaluation did not provide any
unequivocal diagnosis – interface dermatitis. Systemic and
local steroid therapy led to a slight transient improvement.
The changes recurred soon as numerous, coalescent ery-
thematous papules on the trunk and the limbs, with blis-
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tering reaction and desquamation on the feet and hands,
with sparing of the nails. Peripheral lymphadenopathy and
itching were present. During following hospitalizations, diag-
nostic procedures towards chronic infective and neoplas-
tic processes were carried out. Eosinophilia – 33.8%, lym-
phopenia – 6.6%, elevated total levels of immunoglobulins:
IgE – 10935 IU/ml and IgA – 657 mg/dl were present. The
levels of IgG, IgM and IgD immunoglobulins were normal.
Taking into account the monoclonal peak of γ-globulins,
as observed in the proteinogram, diagnostic procedures
were carried out towards monoclonal growths and no evi-
dent pathology was found. The endocrine basis of mela-
noerythroderma was excluded. No immunological expo-
nents of infections with the following viruses: Epstein-Barr
virus (EBV), cytomegalovirus (CMV), hepatitis B virus
(HBV), hepatitis C virus (HCV), human immunodeficiency
virus (HIV) and influenza of type A and B were found. Tox-
oplasmosis was excluded. No signs of hyperplastic process-
es were demonstrated in sonographic images of either the
breasts or the urogenital organs. The results of gas-
troscopy and colonoscopy were within normal limits. No
metabolically active hyperplastic disease was identified 
in positron emission tomography (PET) examination. At that
time, recurrent fevers and general weakness observed 
in the patient were the reasons for echocardiogram to
exclude infectious endocarditis but the results were nor-
mal. ANA and dsDNA were absent in the serum. The per-
sistent eosinophilia was the reason for hematological con-

sultation with a subsequent bone marrow biopsy. It was
consistent with reactive eosinophilia. The patient was con-
sulted by a stomatologist, laryngologist and gynecologist
and no infection foci were found. Topical treatment with
anti-inflammatory and desquamative ointments was
used, together with psoralen ultra-violet A (PUVA)-soak ther-
apy for hands and feet. However, after the 4th irradiation
(7.5 J/cm2 total dose), the therapy was discontinued for
erysipelas of the left foot. Clindamycin treatment was
applied. A chronic, suppressive therapy with acyclovir was
started because of recurrent episodes of herpetic eczema.
Papular changes further intensified, thickening of the skin
and melanoderma developed accompanied by consider-
able pruritus. The clinical picture strongly suggested 
primary lymphoma of the skin (Figures 1 and 2). For that
reason, skin and lymph node biopsies for histopatholog-
ical examination were performed. Histopathological
results of the skin revealed abundant inflammatory infil-
trates of lymphocytes, plasmatic cells and eosinophilic gran-
ulocytes around small vessels and skin appendages (Fig-
ures 3 and 4). Lack of evident epidermotropism (Figu-
res 3 and 5). On the basis of the lymph node histopatho-
logical examination, the diagnosis of dermatopathic lym-
phadenopathy was obtained. The PUVA irradiations were
initiated and continued 3 times a week. After 5 sessions
(4.1 J/cm2 total dose), the irradiations were discontinued
for recurrent exacerbations of the skin changes, with fea-
tures of bacterial superinfection, especially on hands. Ther-

FFiigguurree  11.. Melanoerythroderma. Edema and infiltration of the skin clearly visible on the hands and face
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apy with cefuroxime was introduced. In February and
March 2011, many episodes of dermatitis with local pan-
niculitis were observed, in different localizations and with
large lymphatic reactions with concomitant fever, elevated
inflammatory parameters and eosinophilia. The changes
resolved after antibiotic therapy. Moreover, recurrent
infections of the urinary system and upper respiratory tract

were observed. Persistent melanoerythroderma, periph-
eral lymphadenopathy and severe pruritus were the rea-
son for initiation of therapy with cyclosporine at 3 mg/kg
in April 2011. The therapy was continued for 9 months.
Melanoerythroderma subsided leaving some post-inflam-

FFiigguurree  22.. Edema of lower extremities. Parts of the skin without lesions in the popliteal area (deck-chair sign)

FFiigguurree  33.. Focal hyperkeratosis. Epidermal acanthotic hyper-
plasia with minimal spongiosis. Single lymphocytes present
in the epidermis. In the dermis, inflammatory infiltrates
located around vessels and appendages

FFiigguurree  44.. Lymphocytes, plasmatic cells and eosinophilic gra-
nulocytes around a vessel
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matory hyper- and hypopigmentation (Figure 5). In the
course of the subsequent hospitalizations (August 2011,
April 2012) a gradual normalization of inflammatory
parameters as well as of lymphocytes and eosinophils lev-
els was observed. Immune disorders also normalized with
a maintained high level of total IgE at 888 IU/ml (April
2012). The patient has been under the medical care of the
Outpatient Clinic of Dermatology Department. Neither
recurrence of skin lesions nor fever episodes have been
observed until September 2012, after cessation of cy -
closporine therapy in January 2012.

Discussion

Papuloerythroderma of Ofuji is a rarely diagnosed syn-
drome of not yet entirely understood etiopathogenesis. After
analysis of 170 cases of papuloerythroderma of Ofuji,
Torchia et al. noted that most of the patients were elder-
ly men [2]. Itchy skin changes occurred on the trunk and
limbs, sparing the appendages and mucous membranes.
No signs of the characteristic, monomorphic eruption, con-
sisting of coalescent, flat-topped, red-brown papules,
were found on skin folds (deck-chair sign). On average, 
7 months passed from eruption occurrence to diagnosis.
Histopathological examination of the skin material was not
characteristic. Hyperkeratosis, acanthosis and spongiosis
were observed in the epidermis, while in the dermis the
inflammatory infiltration around vessels consisted most-
ly of lymphocytes, histiocytes and eosinophils. In some
patients, the authors described preceding diseases. In 
37 cases, neoplasms were identified, including 15 cases of
gastric cancer, 4 lymphomas, 4 leukemias, 3 colon carci-
nomas, 2 prostate cancers and single cases of other neo-
plasms [2]. Moreover, bacterial, viral and fungal infections
were also described as triggering factors. Medical agents
most often suspected to induce the discussed syndrome
included isoniazid, etretinate, furosemide [3], ranitidine [4],
aspirin [5] and ticlopidine [2]. Based on those observations,
the researchers made the disease a subject of classifica-
tion and defined 10 diagnostic criteria [2], see the Intro-
duction above. The reported patient met all the major cri-
teria. Numerous episodes of acute viral and bacterial
infections of the skin, the respiratory tract and the urinary
system, not observed before the onset of the disease, wors-
ened the course of the syndrome. Out of the minor crite-
ria, the patient demonstrated an increased level of total
IgE, lymphopenia and serum and tissue eosinophilia. The
patient did not meet the criteria of sex and age. In the case
of the described patient, the diagnosis of idiopathic Ofu-
ji syndrome (5 major and 3 minor Torchia’s criteria) was
ob tained not before as many as 9 months of diagnostic
procedures. The initially applied steroid therapy, local and
general, as well as photochemotherapy turned out inef-
fective. A clinical improvement with subsequent remission
of skin changes was achieved after cyclosporine A admin-
istration, started from a dose of 3 mg/kg b.w. and con-

tinued for 9 months. There are no standards for the phar-
macological therapy of the Ofuji syndrome. Local and/or
systemic corticosteroids are most frequently used, both
alone and combined with antihistaminic drugs, as well as
various forms of phototherapy and photochemotherapy,
also in combination with retinoids and etretinate in
monotherapy [6, 7]. Good effects after treatment with
cyclosporine were described [8]. Interferon α [9] and aza -
thioprine [10] were also tried. The therapeutic effect
depends on concomitant diseases. In 2012, Teraki, Aso and
Sato described 11 cases of papuloerythroderma, out of
which, 6 had neoplasms, including 4 gastric cancers [11].
In some of those patients, either remission or temporary
improvement was achieved after a successful treatment
of the concomitant tumor. Fairly interesting is the authors’
observation that skin changes had preceded neoplastic for-
mation in all 6 cases. An assumption may then be con-
sidered that, at least in some patients, papuloerythroderma
of Ofuji is a paraneoplastic syndrome [12]. The case of a 75-
year-old Japanese male patient may confirm this thesis as
papuloerythroderma of Ofuji coexisted in that patient with
skin changes, typical of paraneoplastic acrokeratosis
(Bazex syndrome), prior to the later obtained diagnosis 

FFiigguurree  55.. Regression of melanoerythroderma after 9 mon-
ths’ therapy with cyclosporine. Hypertrichosis
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of hepatic cancer [13]. In a 74-year-old man, in whom papu-
loerythroderma recessed after local glucocorticoid admin-
istration in occlusion, chronic lymphatic leukemia of type
B was identified [14]. In an 85-year-old woman, 7 years after
a successful treatment of papuloerythroderma with systemic
and local steroids, a T-cellular lymphoma developed [15]. 

These examples suggest a higher risk of malignancy
in patients with papuloerythroderma comparing to the aver-
age population. Taking into account the possibility of neo-
plastic developments, patients with papuloerythroderma
of Ofuji require periodical control examinations, even after
recession of active skin changes. 
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