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Nail alterations in patients affected by endemic
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ABSTRACT
Background: We have characterized a new variant of endemic pemphigus foliaceus in El Bagre (El Bagre-EPF)
(AKA pemphigus Abreu-Manu) and surrounding municipalities. Herein, we describe nail alterations in several patients
affected by this disease. In the pre-steroid era, patients with endemic pemphigus foliaceus (EPF), especially in Brazil
where the disease is known as fogo selvagem (FS), were described to have some nails changes including the Viera’s
sign (yellowish of the nail). In this study, we have attempted to describe a range of nail alterations in patients affected
by El Bagre-EPF. Methods: A case-controlled study was conducted where 40 cases and 40 controls were evaluated for
nail changes. A clinical exam was performed in the cases and in a series of control patients from the same geographic
region who were matched by age, gender and work activities. Gram stains and cells cultures for fungus and bacteria
were done on affected nails. Results: In 25 chronic patients (affected for more than two decades) presented with
toenail alterations. These changes included change of color nail (yellowish) (Viera sign), atrophy, dystrophy, chronic
paronychia, onycholysis, nail bed erosion, subungual hyperkeratosis and trachyonychia. All of these findings were overrepresented in patients compared with control population (p < 0.05). Cell cultures and gram stains were negative in all
study participants. Discussion: Chronic patients have nail damage, maybe due to the presence of chronic inflammatory
process affecting the nail bed cell, matrix, and/or the nail fold cells junctions.
Key words: Nails; Endemic pemphigus foliaceus in El Bagre; Autoimmunity

INTRODUCTION
Pemphigus foliaceus (PF) is an autoimmune skin
disorder characterized by the loss of intercellular
adhesion of keratinocytes in the upper parts of the
epidermis (acantholysis), resulting in the formation
of superficial blisters [1,2]. It has an endemic forms,
and previously, we described a new variant of endemic
pemphigus foliaceus (EPF) in El Bagre, Colombia (El
Bagre-EPF), (AKA pemphigus Abreu-Manu). It is an

autoimmune disease presenting in a circumscribed
geographic area with genetic and environmental
factors influencing its pathogenesis [1]. This new
variant, El Bagre-EPF, occurs in a gold-mining region;
it predominantly affects males between 30 and 60 years
of age, as well as a few post-menopausal females [1-8].
El Bagre-EPF patients demonstrate complex clinical,
epidemiological and immunopathologic features,
differing from Fogo selvagem and the Tunisian
EPF [1-8]. El Bagre-EPF patients have polyclonal
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autoantibodies directed not only to epidermal cell
junctions, but also to the cell junctions in the skin
appendices, their neurovascular bundles and to
mesenchymal-endothelial cell junctions [1-8]. The
main laboratory findings found in El Bagre-EPF
patients include autoantibodies to multiple cell
junctions in the skin, and in one third of the patients
against cells junctions in multiple organs [1-8].
A subclinical oral involvement [9], and in about one
third of the patients, we discovered autoantibodies
that appeared to be directed against the optic nerve
envelope and its cell junctions [10], to cutaneous
nerves and receptors [11], to the cell junctions of
the cardiovascular system including its conductive
system [12-14], and to cell junctions within the
kidney [15]. In this study, we investigated nail
abnormalities in patients affected by El Bagre-EPF as
reported in the old Portuguese literature in patients
affected by FS.

METHODS
The study was approved by a human quality assurance
review board at the hospital in El Bagre, and all
participants provided signed informed consent. We
performed a case–controlled study of 40 patients with
El Bagre-EPF and 40 healthy controls from the endemic
area, matched by age, gender, race, demographics,
comorbidities, and living and work activities. All
subjects were evaluated clinically for the presence of
nail alterations. The clinical examination was done
independently by two board-certified dermatologists.
Bacteriological and mycological studies were performed.
The majority of these patients were not included in
our initial description of EPF [1-9]. Only four of the
patients originally studied were still alive at the time
of this study. Each year, there is a prevalence of around
4–6 new patients, but also 3–4 deaths/year, creating a
steady prevalence of the disease endemicity [1-9].
We included only patients who fulfilled the complete
diagnostic criteria for El Bagre-EPF: including:
clinical and epidemiological features as previously
described [1-9], residence in the endemic area[1-9],
serum displaying intercellular staining between
keratinocytes by direct immunofluorescence (DIF)
and to the basement membrane zone (BMZ) of the
skin by either DIF or by indirect immunofluorescence
(IIF), using fluorescein isothiocyanate (FITC)
conjugated monoclonal antibodies to IgG and/
© Our Dermatol Online 4.2019

or to IgG4, as described previously [1-9]. The
patients also must have serum reactivity against
desmoglein 1 (Dsg1) and plakin molecules using
immunoblotting (IB) [7,8]. The patient’s serum
should also immunoprecipitated a Concanavalin
A affinity-purified 45 kDa fragment of Dsg1 [1-9].
The final diagnostic criteria are that the patients
must show positive for autoantibodies to pemphigus
foliaceus antigens by ELISA [9]. All the patients and
controls from the endemic area were tested by the
same techniques.
For ethical reasons, we did not take biopsies because
the patients have to walk in the jungles, and work
inside dirty rivers and creeks and biopsies with open
shoes and a biopsy would increase their risk for overt
infection especially, in the toenails of the lower limbs.
Direct Microscopy, Nail Stain and Mycology as
Well Bacterial Studies
Before obtaining a specimen, the nails were clipped and
cleansed with an alcohol swab to remove bacteria and
debris. We studied for the presence of dermatophytes such
as Trichophyton rubrum (T. rubrum), T. interdigitale
(tinea unguium), for yeasts infections such as Candida
albicans and for molds, especially Scopulariopsis
brevicaulis and Fusarium species. We test for them
using the standard 20% potassium hydroxide solution
(KOH) technique. We clipped the nails from crumbling
tissue at the end of the nail. The discolored surface
of the nails was also scraped off. The nail debris was
scooped out from under the nails for the culture.
Statistical Analysis
We used the Fisher exact test to compare two nominal
variables (e.g. positive and negative presence of any nail
alteration). We also compared the differences between
patient cases and controls. p< 0.05 with 95% CI (or
better) was considered statistically significant. For all
statistical analyses, we used the software GraphPad
QuickCalcs (GraphPad Software Inc., La Jolla, CA,
USA).

RESULTS
The toenails were involved in 25/40 El Bagre-EPF and
the changes in the nails were seen in patients with
the chronic form of the disease (p < 0.05). Acute
patients suffering El Bagre-EPF for less than six
months showed no alterations. No patients hand finger
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nails were affected (p < 0.05). The more common
nail alterations included change of color yellowish
(Viera’s sign) (25/40) (p < 0.05). This yellowish
stain resembles the one seen as if dipped in iodine,
Vieira’s sign). None of the controls presented with the
Viera’s sign. Subungual hyperkeratosis was also very
common 20/40) (Fig. 1), and was often associated with
distal onycholysis (18/40) (p < 0.05). In 2/40 controls
that had psoriasis, distal onycholysis was also observed
(Fig. 1). Other toenails alterations included paronychia,
onychorrhexis, onychatrophia in some areas of the
area near the nail cuticle, and onychomadesis (most
were often seen together) (18/40) in El Bagre-EPF
patients, and no such changes were seen in controls.
Onychogryphosis (nail thickening and scaling under
the nail), common in the elderly, was seen equally in
cases and controls (10/40) (Fig 1).
Direct Microscopy, Nail Stain and Mycology as
Well Bacterial Studies
Direct microscopy, bacterial and fungal cultures were
negative, except in one El Bagre-EPF patient who
presented T rubrum in his foot toe nail and was treated
accordingly.

a

b

DISCUSSION
Involvement of the nail unit in pemphigus is believed
to be uncommon, especially in pemphigus foliaceus
(PF) [16-18]. In this study, we found that in patients
with a chronic El Bagre-EPF variant, the toenails
are altered as described by the old Portuguese
literature in patients affected by FS. We speculate
that the cell junctions are targets within the nails
in El Bagre-EPF patients, and are likely damaged by
the autoantibodies; however, this is just speculation
because for ethical reasons we did not perform
biopsies. The can speculate that the toenails were
affected because the continue trauma that these nails
embrace due to the outside working activities of these
patients often using open shoes. The autoantibodies,
the continue inflammation and the trauma can make
the toenails more prone for the clinical findings we
observed. We were not able to determine the cause
of the Viera’s sign in this study.
With regards to the putative cause of the chronic
paronychia we can speculate it to be a result of
acantholysis of the lateral nail fold and the chronic
inflammation in the adjacent dermis. With regards to
the onychomadesis, we hypothesize that this may be
the result of inhibition of normal nail plate growth and
development; alternatively, the formation of blisters
underneath the nail may result in detachment of the
nail plate.
Unknown etiologies, predisposing factors and
discrepancies evident in the current literature suggest
that further investigation of endemic pemphigus
foliaceus of the nail may result in additional clinical
findings and may contribute to our understanding of
the extent of the disease.

CONCLUSION

c
Figure 1: (a-c) Distal onycholysis, in b, onychatrophia in the area
near the nail cuticle resembling alterations seen in nail-patella
syndrome; c, distal subungual onychomycosis of the great toe nail
and dystrophic alterations with ridges, pits, and/or triangular lunulae,
subungual hyperkeratosis, with some dystrophy. (In Figure 1a, and 1b
the white arrows pointed to a healed blister with some desquamation.
The red toe nail arrow in a, shows abnormal growth of the small nail;
In figure 1b, pointed in the large toe to a proximal depression of the
nail, possibly due to the subcorneal blisters).
© Our Dermatol Online 4.2019

Our findings indicate that patients affected by El
Bagre-EPF demonstrate significant toenail findings,
especially in chronic cases. We suggest that the nails in
the patients affected by other variants of EPF including
FS and the Tunisian EPF need to be study.
Abbreviations
Endemic pemphigus foliaceus (EPF), endemic
pemphigus foliaceus in El Bagre (El Bagre-EPF), fogo
selvagem (FS), hematoxylin and eosin (H&E), direct
and indirect immunofluorescence, (DIF, IIF), base
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membrane zone (BMZ), intercellular stain between
keratinocytes (ICS), fluorescein isothiocyanate (FITC),
4’,6-diamidino-2-phenylindole (DAPI), desmoglein 1
(Dsg1).
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ABSTRACT
Background: Genital warts are manifestations of a disease caused by human papillomavirus. Genital warts usually
present as multiple, asymmetric, polymorphic papular lesions on the anogenital skin and mucous membranes. Patients
with genital warts may have coexisting sexually transmitted diseases. Appropriate screening is crucial to prevent the
spread of these infections for public health. Materials and Methods: The study included 20 patients with anogenital
warts and 20 healthy individuals within the control group. Laboratory tests including serum levels of hepatitis B
surface antigen, antibody to hepatitis B surface antigen, hepatitis C antibody, anti human immunodeficiency virus
antibody, herpes simplex virus type-1 IgG and herpes simplex virus type-2 IgG were evaluated in each participant.
Venereal Disease Research Laboratory test was also evaluated in the patient group. Results: Serum levels of hepatitis
B surface antigen, hepatitis C antibody and anti human immunodeficiency virus antibody were negative in all patients
and healthy individuals. Serum levels of antibody to hepatitis B surface antigen were positive in 15(75%) patients
and in 14(70%) healthy individuals (p=1). Venereal Disease Research Laboratory test was non-reactive in all patients
with anogenital warts. Serum herpes simplex virus type-1 IgG levels were positive in 14(70%) patients and in 11(55%)
healthy individuals (p=0.51). Serum herpes simplex virus type-2 IgG levels were positive in 4(20%) patients while all
the healthy individuals had negative serum herpes simplex virus type-2 IgG levels (p=0.03). Conclusions: Positive
serum herpes simplex virus type-2 IgG levels were significantly more frequent in patients with anogenital warts
compared to healthy individuals. Therefore, we suggest that all the patients with anogenital warts should be tested
for genital herpes. Hereby, the preliminary results of laboratory tests for the evaluation of patients with anogenital
warts have been reported.
Key words: Condylomata Acuminata; Genital; Herpes Simplex; Human Papillomavirus; Warts

INTRODUCTION
Sexually transmitted diseases like genital wart, genital
herpes, syphilis, human immunodeficiency virus
(HIV) infection remain a worldwide public health
problem [1]. Hepatitis B has also been regarded as a
sexually transmitted infection for years. Hepatitis C
virus can be transmitted sexually especially in HIV
positive patients [2]. Sexually transmitted diseases
affect both men and women during the reproductive
years. Most of the patients with sexually transmitted
diseases (86%) are between the ages of 15 to 29 [1].

Genital warts are caused by human papillomavirus
(HPV) which is the most common sexually
transmitted virus worldwide. More than 200 types
of HPV have been described yet and for about 40
types of HPV can lead to benign or malign lesions
in the genital area [3]. It has been suggested that
over 99.7% patients with cervical cancer had positive
HPV test results [4]. Genital warts may coexist
with other sexually transmitted diseases. Therefore,
appropriate screening for sexually transmitted
diseases is recommended in all patients presenting
with genital warts [4].
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Genital herpes is the most common genital ulcerative
disorder primarily caused by herpes simplex virus type2 (HSV2) or herpes simplex virus type-1 (HSV1) [5].
Herpes simplex virus type-2 is shed in the genital
tract asymptomatically. Transmission of the virus
usually occurs during periods of asymptomatic viral
shedding [6].
Interaction between HPV and HSV has been associated
with cervical carcinogenesis. Herpes simplex virus
infection and replication may induce cytopathic effects
in HPV-positive tissues [7]. Herpes simplex virus
type-2 infection is considered as a facilitative factor in
cancer development [8]. Sexually transmitted disease
prevention and treatment programs are crucial to
reduce the transmission of these infections [9].

MATERIALS AND METHODS
The study included 20 patients with genital warts
and 20 healthy individuals within the control group.
Medical records of the participants were reviewed
retrospectively between May 2017 and May 2018. The
exclusion criteria were pregnancy, immunosuppression,
malignancy and conditions which require regular
blood transfusions like anemia, thrombocytopenia,
hemophilia and chronic kidney disease.
Laboratory tests including serum levels of hepatitis
B surface antigen (HBsAg), antibody to hepatitis
B surface antigen (anti-HBs), hepatitis C antibody
(anti-HCV), anti human immunodeficiency virus
antibody (anti-HIV), herpes simplex virus type-1
(HSV1) IgG and herpes simplex virus type-2 (HSV2)
IgG were evaluated in each participant. Venereal
Disease Research Laboratory (VDRL) test results were
evaluated in patient group.
All patients with genital warts were treated with
cryotherapy. The therapy was performed every three
weeks, for a maximum of five treatment sessions. The
patients were adviced to use mupirocin 2% cream twice
daily, after the cryotherapy treatment.
Data were analyzed using SPSS 20.0 Statistical Package
Program. Descriptive statistics were presented as
number and percentage for classified data, and as
mean ± standard deviation or median (minimum;
maximum) for numerical values. The chi-square test was
used to compare categorical variables between patient
group and healthy individuals. As the numerical variables
were not normally distributed, groups were compared
© Our Dermatol Online 4.2019

using non-parametric tests. Differences between two
independent groups were tested with Mann Whitney
U test. The p-value <0.05 was considered significant.

RESULTS
The study included 20 patients with genital warts
and 20 healthy individuals within the control group.
Each group consisted of 17 (85%) male and 3 (15%)
female participants. The mean age of the patients was
30.8±8.2 (range: 20-52). The mean age of the healthy
individuals was 31.6±9.7 (range: 19-58) (p=0.9).
The mean disease duration of the patients with genital
warts was 6.6±6.5 months (range: 1-24 months).
Twelve (60%) patients did not receive any treatment
previously. One (5%) patient used topical imiquimod
5% cream (Aldara®) three times per week for two
months. Seven (35%) patients were treated with 1 to
5 sessions of cryotherapy twice monthly.
Venereal Disease Research Laboratory test was nonreactive in all patients with anogenital warts (Table 1).
The mean serum HBsAg level was 0.32±0.15 S/CO
in patients (range: negative <1, positive>1 S/CO).
The mean serum HBsAg level was 0.23±0.04 S/CO
in healthy individuals (p=0.03). Serum HBsAg levels
were negative in all patients and healthy individuals.
The mean serum anti-HBs level was
305.44±391.64 mIU/mL in patients (range: negative:
0-10, positive: 10-1000 mIU/mL). The mean serum
anti-HBs level was 83.88±99.82 mIU/mL in healthy
individuals (p=0.29). Serum anti-HBs levels were
positive in 15(75%) patients and negative in 5(25%)
patients. Serum anti-HBs levels were positive in
Table 1: Laboratory test results of the patients with genital warts
and healthy individuals
Positive test
Patients (n=20)
Healthy
p-value
results
individuals (n=20)
VDRL

0

-

HBsAg

0

0

Anti-HBs

15 (75%)

14 (70%)

Anti-HCV

0

0

1

Anti-HIV

0

0

HSV1IgG

14 (70%)

11 (55%)

0.51

HSV2IgG

4 (20%)

0

0.03

Serum levels of HBsAg, anti-HCV and anti-HIV were all negative in patients
and healthy individuals. Serum VDRL test results were negative in patient
group. Frequency of positive serum levels of anti-HBs and HSV1IgG were
similar in both groups. However, positive HSV2IgG levels were significantly
more prevalent in patients with genital warts compared to healthy
individuals (p=0.03).
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14(70%) healthy individuals and negative in 6(30%)
healthy individuals (p=1).
The mean serum anti-HCV level was 0.06±0.02
S/CO in patients (range: negative: 0-1, positive:
1.45-1000 S/CO). The mean serum anti-HCV level
was 0.05±0.02 S/CO in healthy individuals (p=0.78).
Serum anti-HCV levels were negative in all patients
and healthy individuals.
The mean serum anti-HIV level was 0.16±0.13 S/CO
in patients (range: negative: 0.01-1, positive: 1-1000 S/
CO). The mean serum anti-HIV level was 0.12±0.04
S/CO in healthy individuals (p=0.62). Serum antiHIV levels were negative in all patients and healthy
individuals.
The mean serum herpes simplex virus type-1 IgG
(HSV1IgG) level was 104.99±76.77 RU/mL in patients
(range: negative<16, positive>22 RU/mL). The mean
serum HSV1IgG level was 90.34±83.49 RU/Ml in
healthy individuals (p=0.62). Serum HSV1IgG levels
were positive in 14(70%) patients and negative in
6(30%) patients. Serum HSV1IgG levels were positive
in 11(55%) healthy individuals and negative in 9(45%)
healthy individuals (p=0.51).
The mean serum herpes simplex virus type-2 IgG
(HSV2IgG) level was 16.21±41.10 RU/mL in patients
(range: negative<16, positive>22 RU/mL). The mean
serum HSV2IgG level was 2.30±2.47 RU/mL in healthy
individuals (p=0.73). Serum HSV2IgG levels were
positive in 4(20%) patients and negative in 16(80%)
patients. All of the healthy individuals had negative
serum HSV2IgG levels (p=0.03).

DISCUSSION
Genital warts (condylomata acuminata) are
manifestations of a sexually transmitted disease usually
caused by HPV type 6 and 11. Genital warts are more
common in men than in women. They usually present
as multiple, asymmetric, exophytic lesions, plane
papules or cauliflower-like growths in the anogenital
region [10]. In addition, genital warts may occur as
a giant mass which is called Buschke-Loewenstein
tumor [11]. The diagnosis of genital wart is usually
made based on clinical findings. However, a biopsy
should be performed to painful, bleeding, ulcerated and
therapy-resistant lesions in order to reach a definitive
diagnosis [10]. The differential diagnosis should
include verrucous cancer of the vulva, condyloma lata,
© Our Dermatol Online 4.2019

skin tag, lichen planus, sebaceous cyst and pearly penile
papules [10,12]. Treatment of choice includes topical
use of podophyllotoxin, imiquimod and trichloroacetic
acid, electrocauterization, cryotherapy, laser therapy
and surgical excision [13]. Cryotherapy is one of the
most commonly used and effective method with low
complication rates [14]. However, surgical excision is
needed for large and resistant warts, also for lesions
suspicious for malignancy, and for warts which cause
obstruction [15].
Genital warts may also be the manifestations of
high-risk HPV types (HPV 16, 18, 31, 33, 35, 39, 45,
51, 52) which are associated with low/high grade
squamous intraepithelial lesions and invasive cancer.
The relationship between HPV infection and cervical
cancer has been well established. Moreover, oncogenic
strains of HPV play role in the development of anal
cancer. Genital warts can be localized both externally
and internally within the anal canal and lower
rectum. Therefore, cervical pap smear, anoscopy and
proctosigmoidoscopy are essential in the management
of patients with anogenital warts [16].
Patients with genital warts should be screened
for coinfections with other sexually transmitted
diseases [17]. Casillas-Vega et al. reported that HIV
positive patients were more likely to have HPV
infection and HSV2 positive patients were more likely
to be infected with Mycoplasma genitalium. Moreover,
patients infected with Trichomonas vaginalis were more
likely to have syphilis and infections with HPV, HIV,
HSV1 and also Mycoplasma genitalium [18]. Alberts et
al. reported that HPV prevalence was higher in HSV-2
seropositive men than in HSV-2 seronegative men [19].
Peters et al. evaluated 66 patients with symptoms of
sexually transmitted diseases. Coinfection rates of HSV
in syphilis and HIV positives were 40.6% and 42.9%
respectively [20]. Agyemang-Yeboah et al. reported
that the prevalence of HSV1 and HSV2 infection
among HPV positive women were 98.6% and 80.4%,
respectively [21].
Within this study, none of the patients with genital
warts had syphilis, active hepatitis B, active hepatitis C
or HIV infection. Moreover, the frequency of positive
serum HSV1IgG levels were similar in patients with
genital warts and healthy individuals.
Herpes simplex virus type-2 plays a synergetic role
with HPV in the development of malignant changes
in HPV-positive tissues [7,22]. Transmission of HSV2
331

www.odermatol.com

to an uninfected individual usually occurs during
asymptomatic reactivation of the virus. Antiviral
treatment may decrease the incidence of HSV2
infection by preventing HSV2 shedding [6]. Within
this study, detection of positive serum HSV2IgG levels
were statistically more frequent in patients with genital
warts compared to healthy individuals. These results
suggest that screening of patients with genital warts
for genital herpes may be helpful in the management
of HSV2 spreads and cytopathic effects of co-infection
of HSV2 and HPV.
Hereby, the preliminary results of laboratory tests for
the evaluation of patients with anogenital warts have
been reported. Further studies with larger sample size
are required to confirm our data.
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ABSTRACT
Background: Pruritic papular eruption of HIV (PPE-HIV) has been well described in some sub-Saharan Africa countries
and elsewhere, with varying geographical prevalence. Aims: To determine the frequency and the clinico-topographic
distribution of these lesions as seen in the University of Benin Teaching Hospital, Benin-City, Nigeria and to compare our
findings with those seen in other parts of the world. Materials and Methods: This study was carried out at the University
of Benin Teaching Hospital (UBTH), Benin-City. University of Benin Teaching Hospital is an 800-bed Federal Government
tertiary hospital which offers both in-patient and out-patient services. Specimen collection and analysis of the study lasted
18 months (January, 2015 to June, 2016). All HIV patients at presentation in clinic and wards with suspicion of PPE
during the study period were interviewed examined. Qualitative variables were described in percentages and proportions.
Continuous variables were summarized as mean and standard deviation when normally distributed. Results: A total of
106 patients were studied, there were 41 (38.7%) males and 65 (61.3%) females with a male to female ratio of 1:1.6. Their
mean age was 40.2±10.4 years. Majority (79.3%) of patients had at least secondary education and males were slightly
better educated than females. Most (33.0%) of the subjects were traders, the mean duration of diagnosis of PPE was
5.22±3.92 and 6.05±5.21 months for males and females respectively, while the overall mean duration of diagnosis of
PPE was 5.73±4.75 months. The most commonly reported sites initially affected by PPE among the patients were lower
limb (51.0%) and upper limb (39.6%). Conclusion: Majority of lesions of Pruritic papular eruptions (PPE) of HIV in this
study were found in educated females. The mean age of distribution of PPE was found in the 4th decades. Furthermore
PPE is distributed predominantly on the exposed parts of the body especially the upper and lower limbs.
Key words: Human Immmuno-deficency Virus; Pruritic papular eruption; clinic-topographic

INTRODUCTION
Pruritic papular eruption of human immunodeficiency
virus (PPE-HIV) is one of the most common
dermatologic disorders in untreated HIV-infected
adults. Pruritic papular eruption of HIV (PPE-HIV)
has been well described in some sub-Saharan Africa
countries and elsewhere, with varying geographical
prevalence. 1 Report of PPE emerged early in the
course of the HIV epidemic as far back in 1983 in

series of studies conducted in Democratic Republic of
Congo [1], Mali [2], Nigeria [3], Tanzania [4], Togo [5],
Zambia [6], and other Africa countries, where it was
described as an extremely pruritic diffuse skin eruption
occurring in HIV infected patient.
Studies have it that between 11% and 46% of HIV
positive patients are affected with PPE, depending on
the geographical location [7,8]. In Haiti it accounted
for 46% [7], Thailand (33-37%) [8], in Zaire among
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hospitalized patients (18%) [9], Kenya (5%) [10], and
(16.7%) in Nigeria [11].

consecutively recruited into the study until the required
sample size was attained.

There are few reported cases of pruritic papular
eruption of HIV in United States of America (USA),
except in areas with high mosquito prevalence such as
Southern Florida [12], where a PPE prevalence of 11%
was reported by Goldstein et al [13].

Data Analysis

Only few studies on Pruritic papular eruption of HIV
have been done in Nigeria and as such there is the need
to study PPE cases as they present to the University of
Benin Teaching Hospital.
The main objective of this study is to determine the
frequency and the clinic-topographic distribution
of these lesions as seen in the University of Benin
Teaching Hospital, Benin-City, Nigeria and to compare
our findings with those seen in other parts of the world.

MATERIALS AND METHODS
Study Area
This study was carried out at the University of Benin
Teaching Hospital (UBTH) Benin-City. UBTH is an
800-bed Federal Government tertiary hospital which
offers both in-patient and out-patient services. It
is located in Egor Local Government Area of Edo
State, Nigeria. It receives referrals from Edo state and
neighbouring States like Delta, Ondo, Anambra, Ekiti,
Kogi, and Bayelsa.
Study Duration, Design and Population
Specimen collection and analysis of the study lasted
18 months (January, 2015 to June, 2016) after approval
by the ethical committee. The study design was a crosssectional descriptive study of confirmed HIV-infected
patients with clinically active PPE lesions presenting
at the Dermatology outpatient clinic, the HIV/ART
clinic of the Dermatology and Infectious disease unit
of Internal Medicine department of UBTH and those
admitted as in-patients in the medical wards of the
UBTH.
Sampling Method
All HIV patients at presentation in clinic and wards
with suspicion of PPE during the study period were
interviewed examined and skin biopsy sample taken
and patients with histological evidence of PPE were
© Our Dermatol Online 4.2019

Data generated from the study was entered into and
analyzed using the Statistical Package of Social Science
(SPSS) version 21. Qualitative variables were described
in percentages and proportions. Continuous variables
were summarized as mean and standard deviation
when normally distributed. Non–normally distributed
quantitative variables were summarized as median. The
findings were presented in appropriate tables.

RESULTS
Social Demographic Characteristics of the
Patients
A total of 106 patients were studied and their findings
presented below. There were 41 (38.7%) males and
65 (61.3%) females with a male to female ratio of
1:1.6. Their mean age was 40.2±10.4 years. The males
(mean=40.9±8.8 years) were slightly older than females
(mean=39.7±11.4 years). Majority (79.3%) of patients
had at least secondary education and males were slightly
better educated than females. Thirty-eight (35.8%)
of patients were single, 48 (45.3%) were married,
12 (11.3%) were widowed and 4 respondents each (3.8%)
were divorced or separated. A higher proportion of males
(48.8%) than females (43.1%) were married, while more
females (38.5%; 13.9%) than males (31.7%; 7.3%) were
single or widowed respectively. Most (33.0%) of the
subjects were traders, while house-wives constituted
the least (5.7%) based on occupational status - Table 1.
Duration of Diagnosis of PPE by Gender
Table 2 show the mean duration of diagnosis of PPE was
5.22±3.92 and 6.05±5.21 months for males and females
respectively, while the overall mean duration of diagnosis
of PPE was 5.73±4.75 months. A higher proportion of
male subjects were diagnosed earlier (≤6 months) than
the female, however there was no significant difference
between the sexes by duration of diagnosis.
Initial (First) Part of the Body Affected by PPE
Lesions according to Gender
The most commonly reported sites initially affected by
PPE among the patients were lower limb (51.0%) and
upper limb (39.6%), while the face is the least affected
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initially among all the patients, and there was also no
significant difference in the site first affected by gender
as shown in Table 3.
Distribution of Patients with PPE according to
BMI Class
Forty-four (41.5%) of the patients were underweight,
55 (51.9%) had normal weight and 7 (6.6%) of the
participants were overweight as shown in Table 4:12.
Overall mean BMI of all the patients was 19.2±3.5 kg/m2.
Mean BMI of the females – 19.8±3.8kg/m2 was slightly
higher than the mean BMI of the male - 18.3±2.8kg/m2.
(Table 4)

Table 1: Socio-demographic Characteristics of the Patients by
Gender
Characteristic
Male
Female
Total
n=41 (%)

In this study majority of patients with pruritic papular
eruption of HIV were women (61.3%). This was similar
to the findings by Mawenzi et al [10] in Kenya where
70% of his study population were females. A similar
observation was made by Resneck et al [14] who reported
that 81% of PPE patients were females. Other studies
in Kenya10 also reported that 70% of patients with PPE
were female. These were in contrast to a study from the
Democratic Republic of Congo by Colebunder et al
who stated that the frequency of PPE seen in male and
female were approximately equal [9]. The reason for the
disparity is unknown. Perhaps the greater susceptibility
of female to HIV infection may explain the gender
differences in HIV prevalence [15]. It may also mean
that women are more skin health and cosmetically
conscious and do seek treatment better than men as
observed in Cameroon by Josephine et al [16]. and in
Benin city, Edo state by Omuemu et al [17].
The mean age of the participants in this study was
40.2±10.4 years. This was comparable to a study done
in Uganda where the mean age of participants was noted
to be 35±8 years [18]. A study in India reported that the
mean age of the PPE patients was 34.2±7.5 years [19].
Most of the patients with PPE in this study (68.8%)
were less than 45 years old, in keeping with the age
group more likely to be HIV infected as reported in
similar studies in our environment [20,21].
Majority of patients (79.3%) in this study had at least
secondary education and above. This was in keeping
with a previous study by Egube et al in Benin City
that corroborated to high literacy level among the
inhabitants of Benin City and its environs [22].
© Our Dermatol Online 4.2019

n=106 (%)

15-29

2 (4.9)

15 (23.1)

17 (16.0)

30-44

26 (63.4)

30 (46.2)

56 (52.8)

45-59

12 (29.3)

16 (24.6)

28 (26.4)

≥60

1 (2.4)

4 (6.2)

5 (4.7)

40.9±8.6

39.7±11.4

40.2±10.4

Mean±SD
Level of Education
None

6 (14.6)

4 (6.2)

10 (9.4)

Primary

4 (9.8)

8 (12.3)

12 (11.3)

Secondary

17 (41.5)

28 (43.1)

45 (42.5)

Tertiary

19 (46.3)

20 (30.8)

39 (36.8)

37 (90.2)

58 (89.2)

95 (89.6)

4 (9.8)

7 (10.8)

11 (11.4)

Single

13 (31.7)

25 (38.5)

38 (35.8)

Married

20 (48.8)

28 (43.1)

48 (45.3)

Divorced

2 (4.9)

2 (3.1)

4 (3.8)

Widowed

3 (7.3)

9 (13.9)

12 (11.3)

Separated

3 (7.3)

1 (1.5)

4 (3.8)

Religion
Christian
Islam

DISCUSSIONS

n=65 (%)

Age (in years)

Marital Status

Occupation
Traders

14 (34.1)

21 (32.3)

35 (33.0)

Civil servants

11 (26.8)

13 (20.0)

24 (22.6)

Farmers/
Artisans

8 (19.5)

13 (20.0)

21 (19.8)

Student

8 (19.5)

12 (18.5)

20 (18.9)

House-wife

0 (0.0)

6 (9.2)

6 (5.7)

Table 2: Duration of diagnosis of PPE by Gender
Duration of diagnosis
Male
Female

Total

n=41 (%)

n=65 (%)

≤6 months

34 (82.9)

49 (75.4)

83 (78.3)

7-12 months

6 (14.6)

13 (20.0)

19 (17.9)

>12 months
Mean±SD

n=106 (%)

1 (2.4)

3 (4.6)

4 (3.8)

5.22±3.92

6.05±5.21

5.73±4.75

Table 3: Initial (first) part of the body affected by PPE according
to Gender
Part of the Body
Male
Female
Total
n=41 (%)

n=65 (%)

n=106 (%)

Lower Limb

21 (51.2)

33 (50.8)

54 (51.0)

Upper Limb

16 (39.0)

26 (40.0)

42 (39.6)

4 (9.8)

6 (9.2)

10 (9.4)

Face

Table 4: Distribution of Patients with PPE according to BMI Class
BMI (kg/m2)
Male
Female
Total
n=41 (%)

n=65 (%)

n=106 (%)

Underweight
(<18.5)

21 (51.2)

23 (35.4)

44 (41.5)

Normal Weight
(18.5-24.9)

20 (48.8)

35 (53.8)

55 (51.9)

Overweight
(25-29.9)

0 (0.0)

7 (10.8)

7 (6.6)

Mean±SD

18.3±2.8

19.8±3.8

19.2±3.5
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The mean duration of PPE skin lesion as reported by
participants before diagnosis was 5.73±4.75 months.
This was comparable to the findings of Lakshmi et al [23]
in India who reported mean PPE duration of 6.5 months
at diagnosis. A study done in Uganda found out that
majority (58%) of PPE patients had PPE for more than
6 months at diagnosis [24]. The time lag before patient
presentation to the clinic and the intense pruritus
could have been responsible for the secondary changes
noticed in patients with this skin lesion.
In addition to its presence in large number of patient,
PPE is often one of the early cutaneous manifestations
of HIV. In a study done in Kenya by Mawenzi et al [10]
on the epidemiology and clinical spectrum of cutaneous
disease manifesting among newly diagnosed HIV
seropositive adult in Kenya; it was reported that out
of 394 cases 20 patients accounting for 5% had PPE.
PPE is often one of the early cutaneous manifestations
of HIV. Liautaud et al [25], in a study of PPE-HIV in
Haitian patients, observed pruritic papular skin lesion
as the initial symptom in 70% of patients and similar
findings were described in Democratic Republic of
Congo, by Colebunder et al [9], where 51% reported
that the skin eruption was their initial manifestation
of HIV.
Pruritic papular eruptions (PPE) are characterized by
chronic pruritus and symmetric papular eruptions on the
trunk and extremities, with absence of other definable
causes of itching in an HIV-infected patient [15,26].
The face may be involved in some patients and the
condition tends to wax and wane [16,23].
The review of body parts affected by the rash in this
study showed that majority (98.1%) of the patients
with Pruritic papular eruptions of HIV have the lesions
on their extremities as shown in Figs 1 and 2. Other
investigators have reported that the lesions of PPE were
mostly located on the extremities [11,25,27].
The nutritional status of PPE patients were assessed
using body mass index (BMI). It was noted in the
study centre, that 41.5% of the study population
were under-weight while 51.9% had normal weight.
The reason for the under nutrition recorded in 41.5%
of patients in this study could be due to advanced
immunosuppression which could be associated with
opportunistic infection. More so, it is documented that
disease progression and viral load increments in HIV
patients lead to overproduction of cytokines such as
TNF that culminates in weight loss [28].
© Our Dermatol Online 4.2019

Figure 1: Lab Patient with Pruritic papular eruption of HIV affecting
the lower limb.

Figure 2: Patient with Pruritic papular eruption -HIV affecting the
upper limb.

CONCLUSION
In conclusion majority of lesions of Pruritic papular
eruptions (PPE) of HIV in this study were found
in females and were educated. The mean age of
distribution of PPE was found in the 4th decades.
Furthermore PPE is distributed predominantly on the
exposed parts of the body especially the upper and
lower limbs.
Statement of Human and Animal Rights
All procedures followed were in accordance with the
ethical standards of the responsible committee on
human experimentation (institutional and national)
and with the Helsinki Declaration of 1975, as revised
in 2008.
Statement of Informed Consent
Informed consent was obtained from all patients for
being included in the study.
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ABSTRACT
Background: Pemphigus is a severe autoimmune blistering disease mediated by pathogenic anti-desmoglein
antibodies leading to an inter keratinocyte disjunction. Rituximab is a monoclonal antibody that binds to the
CD-20 antigen of B lymphocytes, which causes B-cell depletion and a subsequent reduction in pathogenic
autoantibodies. Its therapeutic role in vulgaris and superficial pemphigus has been progressively growing with
increasing evidence of successful outcomes. Material and Methods: It was a prospective study extending for two
years in the dermatology department of the UHC Hassan II in Fez, dealing with patients with pemphigus who are
severe or resistant to conventional treatments treated with Rituximab. We analyzed the efficacy and tolerance of
Rituximab in the treatment of severe and refractory forms of our pemphigus population. Results: Patients treated
by Rituximab were 13. Eleven cases of pemphigus vulgaris and two cases of superficial pemphigus In our series,
Rituximab was used with satisfactory, indeed, 6 patients achieved complete remission, while 4 had partial remission.
Side effects of Rituximab were infectious complications. Conclusions: We highlight the efficiency and safety of
Rituximab in our series.
Key words: Vulgaris pemphigus; Superficial pemphigus; Morocco; Herpetic infection

INTRODUCTION

MATERIAL AND METHODS

Pemphigus is a severe autoimmune blistering disease
mediated by pathogenic anti-desmoglein antibodies
leading to an inter keratinocyte disjunction [1,2].
Rituximab is a monoclonal antibody that binds to
the CD-20 antigen of B lymphocytes, which causes
B-cell depletion and a subsequent reduction in
pathogenic autoantibodies [1,2]. Its therapeutic role
in pemphigus has been progressively growing with
increasing evidence of successful outcomes. It’s an
emerging therapy for severe pemphigus vulgaris and
superficial pemphigus [1-4].

This is a prospective study extending from 2016 to 2018,
in the dermatology department of the CHU Hassan II
in Fez, dealing with patients with pemphigus who are
severe or resistant to conventional treatments treated
with Rituximab. Therapeutic response, duration of
remission, therapeutic tolerance and side effects were
assessed. All patients received a course of Rituximab at
a dose of 375 mg/m2/week for 4 weeks combined with
oral corticosteroid therapy at a dose of 0.5 mg/kg/day.

Objective

Patients treated by Rituximab were 13. The average age
was 55 with extremes ranging from 34 to 75 years, with
a clear female predominance with a percentage of 84%.
There were 11 cases of pemphigus vulgaris and 2 cases
of superficial pemphigus. Nikolski’s sign was positive

Our aim was to analyze the efficacy and tolerance of
Rituximab in the treatment of severe and refractory
forms of our pemphigus population.

RESULTS
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in 8 patients. Cutaneous involvement was present in
11 patients. Mucosal involvement was found in 8 patients
with erosions. Most patients had severe disease. All our
patients had histological confirmation and IFD of their
pathology. IFI was very high in all patients.
3 patients were initially treated by Rituximab while 10
others received their Rituximab treatment after failure
of other therapies which were oral corticosteroid alone
in 1 patient, associated with Azathioprine in 7 patients
alone or followed by cyclophosphamide bolus in
3 patients or associated with DDS in 2 patients.

of treatment. The relapses were taken care of by a new
cure of Rituximab. The control IFI after 6 months had
significantly decreased in all patients. No case of death
was encountered.
Side effects of Rituximab were seen in 7 patients with
delayed and infectious complications. 3 patients had
bacterial and urinary cutaneous co-infection, 2 had
had herpetic superinfections, while 1 patient had an
episode of erysipelas.

DISCUSSION

The average duration of follow-up was 6 months. The
use of Rituximab was associated with a significant
reduction in corticosteroid dose during followup. After 3 months, 6 patients achieved complete
remission (Figs. 1 and 2), while 4 had partial remission
(Figs. 3 and 4) with persistent endobuccal erosions.
2 patients had a relapse of their disease after 6 months

Our study highlights the efficacy of Rituximab in
treating severe and refractory forms of pemphigus to
other treatments. Which joins the different studies
already published [1-4].

Figure 1: Vulgaris pemphigus before treatment.

Figure 3: Superficial pemphigus before treatment.

Figure 2: The same patient after 6 months of Rituximab.

Figure 4: Superficial pemphigus after one month of Rituximab.

© Our Dermatol Online 4.2019

We also demonstrate the interest of this molecule as
a first-line treatment in our Moroccan context where
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severe and extensive forms predominate. This is in perfect
concordance with the new data from the literature.
Use of Rituximab was beneficial in 77% of patients,
leading to faster clinical improvement and longer
long-term remission. This in patients who have already
received conventional treatment with corticosteroids
and immunosuppressants with therapeutic failure.
The decline will allow us to assess whether the
remissions will be extended. All cases demonstrated
significant improvement or complete remission and
most experienced no adverse events [4-8] Rituximab
appears to be both well tolerated and efficacious
for refractory juvenile pemphigus foliaceus [6].
Therefore, it may be considered for severe cases of
PF to avoid side effects associated with conventional
glucocorticoid therapy [5, 7-10]. This study reinforces
the beneficial role of rituximab in pemphigus in our
context. Pemphigus foliaceus patients required a higher
total cumulative dose of prednisolone over a longer
time to achieve remission and the remission lasted
longer than that in pemphigus vulgaris [5, 11, 12].

CONCLUSIONS
Treatment with Rituximab is a safe and effective
method for the treatment of severe forms of pemphigus
and refractory to other treatments in our series. It allows
rapid control with cortisone sparing. The main obstacle
lies in the cost of this treatment and its support pending
marketing authorization in Morocco.
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ABSTRACT
Background: most recent review of the post-scabietic nodules clinical and histopathological features showed that
the mast cells are the predominant cells in 63.63% either alone or admixed with eosinophils. Pimecrolimus cream
1% stabilizes the cell membranes and inhibits the release of histamine from mast cells and basophils and reduces
the activation of eosinophils. Objective: to evaluate an alternative topical treatment of the post-scabietic nodules
according to the histopathological findings. Patients and methods: Thirty-four patients with post-scabietic nodules
were treated with pimecrolimus cream 1% applied to the lesions twice daily for one month. Results: The response
after 4 weeks of continuous therapy showed that: A- Seventeen patients (50%) showed a complete response (complete
disappearance of itching and the nodules at the end of the treatment period); B-Nine patients (26.47%) showed a
partial response (partial reduction in the size and number of the nodules with reduction of itching); C- Eight patients
(23.52%) showed no response to therapy (no changes in the size and number of the nodules and severity of itching)
Conclusion: Pimecrolimus cream 1% is an alternative regimen of therapy for the post-scabietic nodules acting through
its pharmacological action in the suppression of the inflammatory mediators in the post-scabietic nodules.
Key words: Scabies; Post-scabietic nodules; Histopathology; Pimecrolimus

INTRODUCTION
Post scabietic nodules are one of the commonest
manifestations that are seen after the cure and recovery
of scabies. A recent review by Sharquie et al showed that
post scabietic nodules are non-excoriated, pigmented
dusky red in color and had a tendency to occur in specific
predilection areas like the scrotum and penile shaft.
Darier sign similar to that observed in mastocytosis was
reported in 8.82% and hence the term “post scabietic
mastocytoid nodules” was recently applied [1].
The histopathology of post scabietic nodules is a
dynamic reaction as the previous studies showed
that the main cells in the inflammatory infiltrate are
eosinophils and lymphocytes and hence the terms
pseudolymphoma and eosinophilioma were used
respectively in the past, however; no stain was carried

out for the detection of the mast cells [2,3]. While
a recent study that used H&E stain and Giemsa
stains revealed that there were three patterns of the
inflammatory infiltrate in the post scabietic nodules:
eosinophils predominant variant in 36.36%, mast cells
predominant variant in 27.27% and a mixed cellular
variant of eosinophils and mast cells in 36.36% [1].
The already known modalities for the treatment of
the post-scabietic nodules including the use of topical
and oral corticosteroid, but the drawbacks of these
treatments are the plenty side effects [4]. The current
study applied pimecrolimus cream 1% as an alternative
modality for the treatment of the post-scabietic
nodules relying on its pharmacological actions through
stabilizing the cell membranes, inhibiting the release
of mediators from the mast cells and basophils and
reducing the activation of eosinophils [5].
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MATERIALS AND METHODS
This observational therapeutic study was done in the
center of Dermatology and Venereology -Baghdad
Teaching Hospital, Medical City; Baghdad; Iraq during
the period from April 2017- November 2019.
Thirty-four patients with post-scabietic nodules were
included in this study, based on the medical history
of scabies and clinical examination. Formal consent
was taken from all enrolled patients after the nature
of the current study was fully explained and ethical
approval was performed by the Scientific Council
of Dermatology and Venereology-Arab Board for
Medical Specialization. The patients were treated with
pimecrolimus cream 1% applied to the nodules twice
daily for one month.

a

b

Figure 1: Post-scabietic nodules in thirty years old patient before (a)
and after (b) the treatment with pimecrolimus cream, with complete
response.

Assessment of the patient response to treatment was
based on the clinical judgment (change in the itching
subjectively by the patients, size and the number of the
nodules objectively and by photograph assessment).
The response was classified into A- Complete response
(complete disappearance of the nodules and itching).
B- No response (no change in the size, number of the
nodules and the severity of itching).
C- Partial response (any response that is less than the
complete response).

a

b

Ethics Statement

Figure 2: Post-scabietic nodules in twenty-five years old patient before
(a) and after (b) the treatment with pimecrolimus cream, with partial
response.

Formal consent was taken from all enrolled patients
after the nature of the current study was fully explained
and ethical approval was performed by the Scientific
Council of Dermatology and Venereology-Arab Board
for Medical Specialization

c- Eight patients (23.52%) showed no response as no
change in the size and number of the nodules and in
the severity of itching.

RESULTS
Following the four-week daily application of
pimecrolimus cream 1% to the post scabietic nodules,
the response of the patients was as the following:
a- Seventeen patients (50%) showed a complete
response as there was complete disappearance of
itching and the nodules at the end of the treatment
period (Fig. 1).
b- Nine patients (26.47%) showed a partial response as
there was partial reduction in the size, number of the
nodules and itching (Fig. 2).
© Our Dermatol Online 4.2019

Side effects were not detected in any of the treated
patients. Regarding the relapse rate after cessation of
topical pimecrolimus, it could not be determined as
the patients did not attend the follow-up visit after
they got relief from their disease.

DISCUSSION
Treatment of post scabietic nodules is often problematic
as they respond variably to topical, oral steroid
+/- antihistamines that are usually followed by a high
relapse rate after stopping the therapy [4].
Most recent histopathological evaluation of the post
scabietic nodules have shown that the mast cells are
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the predominant cells either alone or admixed with
eosinophils in the inflammatory infiltrate of postscabietic nodules. These findings have led us to the use
of pimecrolimus cream 1%, a calcineurin inhibitor that
has specific effects on the mast cells and eosinophils
mainly by stabilizing the cell membrane and preventing
their rupture and release of granules [5]. Two previous
case reports have evaluated the use of tacrolimus
ointment 0.1%, another calcineurin inhibitor, for the
treatment of post-scabietic nodules, while only a single
case report of successful use of pimecrolimus cream in
a single case of steroid-resistant nodular scabies have
been reported [6-8].
Hence we planned to use topical pimecrolimus 1%
twice a day for one month as a therapy for these postscabietic nodules and the results were encouraging
as 50% of the patients had complete response with
complete disappearance of itching and nodules and
26.47% had partial response with reduction in itching
and nodular number and size while 23.52% had no
response after one month of treatment. Notably, no
side effects were reported during the treatment period.

Statement of Human and Animal Rights
All procedures followed were in accordance with the
ethical standards of the responsible committee on
human experimentation (institutional and national)
and with the Helsinki Declaration of 1975, as revised
in 2008.
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Informed consent was obtained from all patients for
being included in the study.
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ABSTRACT
Background: Androgenetic alopecia (AGA) is a common hair loss disorder with genetic predisposition seen commonly
in men. Even though the condition is harmless, non-life threatening but it causes a significant amount of psychological
stress and affects the individual’s overall quality of life (QoL). Objectives: This study was carried out to assess the
QoL in patients with AGA using the Dermatology Life Quality Index (DLQI) questionnaire. Methods: A total of
100 male AGA patients were enrolled in this study, and DLQI was used to evaluate the QoL of the patients. The DLQI
uses 10 items regarding symptoms and feelings, daily activities, leisure, work and school, personal relationships, and
treatment as dimensions of life, each scored on a 0–3 scale. The total DLQI score equals 0–30; higher scores showing
greater impact on QoL. Results: The study population comprised of 100 males aged between 19 to 58 years with a
mean age of 28.3±6.4 years. DLQI scores ranged from 2 to 21 with a mean score of 5.28. Higher DLQI scores were
observed in younger patients and in patients with a long standing disease, as well as in patients with higher education
and in unmarried population. Higher scores were obtained for questions pertaining to self image perception and
social interaction impairment. Conclusion: Patients with AGA have a significantly decreased quality of life. A higher
DLQI score was seen in younger age, long standing hair loss and in severe grades of alopecia. AGA is associated with
a lowered self esteem.
Key words: Androgenetic alopecia, Quality of life; DLQI

INTRODUCTION
Androgenetic alopecia (AGA) is considered to be
the most common type of baldness characterized
by progressive hair loss in genetically predisposed
individuals. The prevalence rates among general
population have been shown to range from 14% to 58%,
with a tendency to increase with age [1]. Although AGA
is a relatively benign dermatological condition, but as
hair is an important component of identity and self
image, patients with AGA may experience a distorted
body image and negative feelings. Various studies
have demonstrated that AGA can have a significant
negative impact on the quality of life of the affected
persons and even clinically imperceptible hair loss has
been correlated with a decreased quality of life [2,3].
One of the most important psychological aspects
related to AGA is related to the true or imagined

perceptions of others. Few studies have reported that
the QoL of patients with hair loss was lower than that
of patients with cardiovascular disease, diabetes, and
cancer [4]. Therefore, it is very important to understand
the impact of alopecia on the QoL of patients while
assessing its severity.
This study was carried out to assess the QoL in patients
with AGA and its association with duration, age of
onset and severity.

MATERIALS AND METHODS
This was a prospective study carried out over a period
of one year in our centre in which one hundred male
patients aged >18 years with AGA were included.
Patients with severe seborrheic dermatitis, alopecic
disease, except for androgenic alopecia, and scalp
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disorders, such as scalp psoriasis and infection were
excluded. All the patients were otherwise mentally
and physically healthy and provided written informed
consent before participation.
All the patients were evaluated and details like age of
onset, duration of disease, severity grading of alopecia
was done and details recorded in a structured proforma.
The DLQI questionnaire consisted of 10 questions
regarding symptoms and feelings, daily activities,
leisure, work and school, personal relationships, and
treatment as dimensions of life. Each item was scored
on a scale of 0–3 points. Scores were added to yield
a total DLQI of 0–30 points; higher scores indicated
greater impact on the patient’s QoL (Table 1).
The patient’s alopecia severity was graded on the basis
of Norwood’s classification as mild (Grade I and II),
moderate (Grade III and IV) and severe (Grade V, VI
and VII) [5].

RESULTS
The study population comprised of 100 males aged
between 19 to 58 years with a mean age of 28.3±6.4 years
with 40 patients having mild, 32 having moderate and
28 having severe alopecia. Among the study population,
the DLQI scores ranged from 2 to 21 with a mean score
of 5.28. Hair loss had the maximum impact on the self
esteem and social interaction as seen from the total
DLQI scores which were much higher for Questions 2,
3 and 5 (Fig. 1). It was observed that the DLQI score
was related to various clinical characteristics as a higher
score was seen in younger patients and in patients with
a long standing disease. DLQI scores were also related
to the educational and marital status as higher scores
were observed in patients with higher education and in
unmarried population. The clinical characteristics of
the study population are shown in Table 2. Patients with
moderate or severe hair loss had significant impairment
of self esteem as higher scores were observed in these
groups in questions related to social interactions and
self image perception (Fig. 2).

loss or removal of hair can connote subjugation,
loss of individuality, impotency, and/or decrepitude.
Hair quality and appearance can be an indicator of
attractiveness and sexuality for many people, and
visible hair loss can have a major negative impact. Hair
loss significantly impacts an individual’s self image, and
studies indicate that patients with hair loss may have
significantly decreased quality of life. Quality of life is
defined as the subjective perception of the impact on
the health status and on the physical, psychological,
and social functioning and well-being of the patients.
Quality of life assessments help, in clinical practice,
clinicians to make judgments about which aspects of
daily life are most affected by the disease.
In our study, the mean DLQI score was 5.28 which are
comparable to the score of 6.3±6.3 reported by Zhang
et al in 178 patients of AGA [4]. Williamson et al also
reported a mean score of 8.3±5.6 in 70 patients with
alopecia [6]. Our study showed that AGA moderately
affected the QoL, including feelings of loss of selfconfidence and low self-esteem. In our study, higher
scores were recorded for questions 2, 3 and 5 in the
questionnaire which reflected the significant lowered
self esteem and self perception of one’s appearance
due to hair loss and hence the impaired social well
being of the patients. We observed higher DLQI scores
in younger patients, patients with long standing hair
loss and in higher grades of alopecia. These results
are in accordance with the findings by Han et al who
also reported that younger patients, patients with
long standing and severe alopecia experienced more
psychosocial impairment and substantial distress [7].
Zhang et al also reported higher DLQI scores in
younger age group, long standing disease and in severe
grades of alopecia [4].
Numerous studies have shown that women with hair
loss experience increased self-consciousness, feelings of
unattractiveness, social withdrawal, emotional stress, low

DISCUSSION
Hair has a significant role in the overall appearance of
the person which has various social and interpersonal
implications. In the sociocultural context, hair has
been given a lot of importance and abundant hair
has symbolized vitality, health, and virility, whereas
© Our Dermatol Online 4.2019

Figure 1 :Total DLQI score for the 10 questions. (DLQI - Dermatology
Life Quality Index)
345

www.odermatol.com
Table 1: The Dermatology Life Quality Index
DERMATOLOGY LIFE QUALITY INDEX
Hospital No:
Date:
Name:
Score:
Address:
Diagnosis:
The aim of this questionnaire is to measure how much your skin problem has affected your life OVER THE LAST WEEK. Please
tick 9 one box for each question
1. Over the last week, how itchy,
sore, painful or stinging has your
skinbeen?

2. Over the last week, how
embarrassed or self conscious
have you been because of your
skin?

3. Over the last week, how much
has your skin interfered with you
going shopping or looking after
your home orgarden?

4. Over the last week, how much
has your skin influenced the
clothes you wear?

5. Over the last week, how much
has your skin affected any social or
leisure activities?

6. Over the last week, how much
has your skin made it difficult for
you to do any sport?

Very much



A lot



A little



Not at all



Very much



A lot



A little



Not at all



Very much



A lot



A little



Not at all



Very much



A lot



A little



Not at all



Very much



A lot



A little



Not at all



Very much



A lot



A little



Not at all



7. Over the last week, has your
skin prevented you from working or
studying?
If “No”, over the last week how
much has your skin been a
problem at work or studying?

Yes
No



A lot
A little
Not at all





8. Over the last week, how much
has your skin created problems
with your partner or any of your
close friendsor relatives?

Very much



Not relevant 

Not relevant 

Not relevant 

Not relevant 
Not relevant 

A lot

9. Over the last week, how much
has your skin caused any sexual
difficulties?

A little



Not at all



Very much



A lot



A little



Not at all



Not relevant 

Not relevant 
(Contd...)
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Table 1: (Continued)
DERMATOLOGY LIFE QUALITY INDEX
Hospital No:
Date:
Name:
Score:
Address:
Diagnosis:
The aim of this questionnaire is to measure how much your skin problem has affected your life OVER THE LAST WEEK. Please
tick 9 one box for each question
10. Over the last week, how much
of a

Very much



problem has the treatment for
your skin been, for example by
makingyour home messy, or by
taking up time?

A lot



A little



Not at all

Not relevant 





Please check you have answered EVERY question. Thank you.
Each question is answered “Very much” (score 3), “A lot” (score 2), “A little” (score 1), or “Not at all” (score 0). The first part of question 7 has the choices “Yes”
(score 3), “No”, or “Not relevant” (score 0). The maximum score (indicating highest possible impairment of quality of life) is 30 and the minimum 0.
Reproduced from Finlay AY, Khan GK. Dermatology Life Quality Index (DLQI) – a simple practical measure for routine clinical use. Clin Exp Dermatol.
1994;19(3):210–216.6 © Dermatology Life Quality Index. AY Finlay, GK Khan, April 1992.

Table 2 : Clinical characteristics of the study population.
Clinical
Mean
Student’s
Number
characteristics
DLQI
t test
of
score
cases
Age
<30 yrs
>30 yrs

58
42

4.413
6.476

Marital status
Single
Married

47
53

5.957
4.566

Education level
Up to high
..school
College or more

26
74

3.769
5.81

Duration of hair
loss (months)
<12 months
>12 months

41
59

5.170
5.3559

40
32
28

4.45
5.156
6.607

Alopecia severity
Mild
Moderate
Severe

P value

0.216

0.424

0.072

0.474

0.697

0.278

0.281

0.402

0.163

0.442

self esteem, and worry [8]. Recently, a number of studies
have also verified the psychosocial difficulties experienced
by men with hair loss where it was seen that men with
hair loss are generally seen by others as being significantly
older, less physically and socially attractive, weaker,
duller, and less potent than their peers [7]. It has been
revealed that men who had more profound hair loss were
more dissatisfied with their appearance and were more
concerned with their older look than those with minimal
hair loss and had lower self esteem. This effect cut across
all age groups but was more prominent in the younger
individuals. Physical appearance is extremely important
to most young men, and early onset of hair loss can have
a definite negative effect on self-image and self-esteem.
Low self-esteem can cause significant difficulty for males
especially when finding life partners and employment.
This appears to be a result of the emphasis and importance
of physical appearance and body image in social settings.
The present study had several limitations. First, all the
patients in our study were recruited in dermatology
outpatient centre and selection bias may, therefore,
have affected the results. Also, the study sample was
relatively small.

CONCLUSION

Figure 2: Total DLQI scores for different questions for different grades
of hair loss. (DLQI - Dermatology Life Quality Index)
© Our Dermatol Online 4.2019

Patients with AGA have a significantly decreased
quality of life. A higher DLQI score was seen in younger
age, long standing hair loss and in severe grades of
alopecia. AGA is associated with a lowered self esteem
which in turn leads to functional consequences in
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societal and interpersonal interactions. It is important
that physicians consider the psychosocial impact of
AGA on different aspects of patient’s lives.
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ABSTRACT
Paraneoplastic pemphigus (PNP) is a muco-cutaneous autoimmune disease associated with several types of internal
malignancy. We report a case of a 57-year-old male with an atypical form of PNP associated with pulmonary
adenocarcinoma. There was no involvement of the mucous membranes. Although the macroscopic and histological
appearances were typical of a pemphigus, the direct immunofluorescence was positive for the IgG staining and the C3
intercellular. Circulating antibodies were detected with envoplakin, periplakin and desmoplakins 1 and 2; but the Ac anti
desmoglein 1 IgG and 3 IgG, BP 180 and BP 230 and auto Ac anti-epidermis were negative. The clinical evolvement was
observed with a combination of systemic corticosteroids and radiotherapy associated with Cisplatin-Alimta chemotherapy.
Key words: Paraneoplastic pemphigus; Pulmonary adenocarcinoma

INTRODUCTION
Paraneoplastic pemphigus (PNP) is a distinct
autoimmune disease that is associated with underlying
malignancy including lymphoproliferative diseases
and adenocarcinoma. The typical form of PNP occurs
most often between 45 and 70 years of age, with floral
lesions of the oral mucosa, a generalized polymorphic
rash. His diagnosis is based on investigations including
tumour identification, histopathological studies,
immunofluorescence and serum immunological
studies [1-3]. The atypical PNP has been rarely
described in the literature [4]. We report a case of
atypical PNP with no mucosal lesions associated with
pulmonary adenocarcinoma in a 57-year-old male.

CASE REPORT
A 57-year-old patient of phenotype 2, active smoker
(40 packs a year) consulted in the dermatology unit
at Dupuytren Hospital in Limoges in January 2015 for
a pustular palmoplantar rash associated with pruritus

which was treated with dermo-corticoid and acitretin
(SORIATANE 25) for a probable psoriasis. In his
antecedents, he had a tonsillectomy in 2005, and he is
allergic to aspirin. In September 2015, the pustular rash
became widespread reaching the nails, palms of the
hands (Fig. 1), and the sole of the foot, accompanied by
impetiginization without mucosal involvement. The paraclinical investigation showed a biologically leukocytosis at
18.3 giga/L and Polynuclear Neutrophils at 11.16 giga/L.
The platelet count, the blood ionogram, the hepatic
and renal status, LDH, VS and CRP were normal. The
electrophoresis of the proteins found a hypoalbuminemia
without viewable monoclonal component. The viral
serology for HIV, HBV and HCV were negative. The
immunological investigation showed a negative indirect
immunofluorescence for Ac anti desmoglein 1 IgG and
3 IgG, BP 180 and BP 230, an absence of auto Ac antiepidermis and antibodies anti-envoplakin, anti-periplakin
and desmoplakins 1 and 2 were positive. Histologically,
there was a discrete spongiosis, no intra-epidermal
vesicles in the epidermis, sub-epithelial detachment,
(the bubble cavity filled with many inflammatory
elements with Neurophile Polynuclear and Eosinophilic
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Polynuclear with Vacuolar alteration in the dermalepidermal junction. In the superficial dermis, there
were perivascular lymphocyte infiltrate, polymorphic
inflammatory infiltrate (predominantly PNE) (Fig. 2).
The direct IgA immunofluorescence was negative, IgG
intracellular substance was strongly positive and the
factor C3 complement of the intracellular substance was
also positive for basal staining. Radiographically, the TAP
scanner more cerebral showed a necrotic pathological
pulmonary mediastinal and hilar mass. The pet scan
confirmed the presence of right para-hilar tumour
with ipsilateral mediastinal ganglia, under the coronary
and retro-clavicular right wing (Fig. 3). The bronchial
endoscopy with mediastinal ganglionic puncture showed
the presence of carcinomatous groups, which were
suggestive of adenocarcinoma. There was an absence
of BRAF, KRAS, HER2 mutations. Considering this
bundle of evidence, the diagnosis of a paraneoplastic
pemphigus with pulmonary adenocarcinoma was
retained. The treatment undertaken was for the
pemphigus 0.5 mg/kg/day of prednisone or 40 mg/day
and for the pulmonary adenocarcinoma, a radiotherapy
and chemotherapy with Cisplatin-Alimta. After a sixmonth-post-treatment, the skin of the patient returned
to normal with a recovery of four kilograms of weight, but
there was a persistence of nail lesions of the feet.
Prior to the study, patient gave written consent to the
examination and biopsy after having been informed
about the procedure.

Figure 1: Palmar bullous eruption.

Figure 2: Histology of pemphigus paraneoplasia.

DISCUSSION
The classic PNP described by Anhalt in 1990 in the
45-70 age group predominated in males and the
associated diseases were lymphoproliferative diseases
and adenocarcinomas. Clinically, erosive and ulcerative
mucosal lesions are consistent signs of the disease and
skin lesions are polymorphic [1-3]. Our observation is
distinguished by the purely cutaneous involvement at
the clinical level. This atypical form without mucosal
involvement was described by Kennedy [4] in 2009
in a 78-year-old woman with recurrent endometrial
cancer. The antibodies desmoglein 1 IgG and 3 IgG,
BP 180 and BP 230 were negative; however, the direct
immunofluorescence was positive for the inter-cellular
IgG and C3 staining and the presence of antibodies antienvoplakin, anti-periplakin and desmoplakin 1 and 2.
This negativity of the indirect immunofluorescence was
described by Wong [5]. According to Wong [5], these
are modified criteria for the PNP. Moreover, this negation
© Our Dermatol Online 4.2019

Figure 3: Pulmonary adenocarcinoma with PET scan.

of antibodies anti-desmoglein IgG 1 and IgG 3 is
not correlated with isolated mucosal involvement or
muco-cutaneous involvement [6]. The tumour
associated with the PNP is usually lymphoproliferative
tumours [1,7-9]. Some authors [4,5,10] described the
PNP with solid tumours as in our observation which
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shows a pulmonary adenocarcinoma. The evolution
of our patient was satisfactory under corticosteroid
combined with radiotherapy coupled with CisplatinAlimta chemotherapy. Kennedy [4] in his case associated
corticosteroids with resection of the tumour. In general,
the prognosis is poor, not only because of the possible
progression of malignant tumours, but also because the
treatment often leads to infectious complications, which
is the most common cause of death in PNP patients [3].

CONCLUSION
This observation presents an atypical form of PNP. This
case suggests that, in addition to the typical form, other
pauci-symptomatic forms may be involved in PNP.
Nevertheless, it is the histological and immunological
investigations that allow the diagnosis.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT
Scleromyxedema is a rare condition that occurs in middle-aged people. The association with a monoclonal gammopathy is a
main criterion for the diagnosis of typical forms. Its pathogenesis is poorly understood. Clinically characterized by a generalized
papular eruption with firm papules of 2-3 mm in diameter, waxy in appearance, localised in the hands, forearms, head, neck,
upper trunk and thighs. The most frequent extra-cutaneous manifestations include haematological, neurological, cardiac,
digestive, rheumatologic and respiratory disorders. Histological findings show fibroblast proliferation, mucin deposition, and
fibrosis. The low number of cases and the lack of randomized study make the therapeutic choice difficult. There is currently no
formal consensus regarding its therapeutic management. Several therapeutic modalities have been reported such as steroids,
retinoids, PUVA, interferon, plasmapheresis, chemotherapy, electrotherapy, thalidomide or immunoglobulins. The efficacy
of immunoglobulins intravenous and their lower toxicity make them a treatment of choice for scleromyxedema. We report
a case of isolated scleromyxedema with favorable evolution under immunoglobulins and Thalidomide.
Key words: Cleromyxedema; Histology; Immunoglobulins intravenous

INTRODUCTION
Scleromyxedema is a variant of papular mucinosis
affecting the skin and internal organs that occurs in
middle-aged people [1,2]. The different therapeutic
approaches proposed for scleromyxoedema are still
unsatisfactory. Intravenous immunoglobulin (IVIg) has
been successfully employed in this dermatosis which the
evolution is unpredictable [1,2]. The low number of cases
and the lack of randomized study make the therapeutic
choice difficult. There is currently no formal consensus
regarding its therapeutic management [1]. We report
a case of isolated scleromyxedema with favorable
evolution under immunoglobulins maintained by
synthetic antimalarials and Thalidomide.

CASE REPORT
This is a 62-year-old patient, with no pathological history,
who presented about 20 days, small papules with normal

skin color in some sites and ivory by others, about 2-3 mm
in diameter, interesting the face, hands, forearms, neck,
upper back as well as retro-auricular, followed by the
installation of bilateral palpebral edema with palpebral
occlusion, as well as hands and feet (Figs. 1-3). The
patient had benefited from a biological assessment
showing a negative proteinuria of 24 hours, the assessment
in search of monoclonal gammopathy was negative, a
correct thyroid assessment. Abdominal CT scan showing
digestive thickening of D2 of inflammatory origin.
Minimal pericardial effusion at transthoracic echography.
Cutaneous histology showed densified squamous
collagen bundles, alcianophilous deposition with Alcian
blue and metachromatic Toluidine blue, as well as
proliferation of fibroblasts.
The diagnosis of diffuse scleromyxedema was
retained and the patient was placed on intravenous
immunoglobulin at a dose of 21 g/day for 5 days/month
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for 6 months with good improvement after just two
months. This regression was maintained by thalidomide
at a dose of 100 mg/day combined with synthetic

antimalarials at a dose of 200 mg/day (Figs. 4-6). The
recoil without recurrence is two years.

Figure 1: Pre-treatment patient with edema of the eyelids.

Figure 4: Patient after 2 courses of intravenous immunoglobulins:
regression of edema of the eyelids.

Figure 2: Pre-treatment patient with edema and papules normal skin
and ivory color in the neck.

Figure 5: Patient after 2 courses of intravenous immunoglobulins:
regression of edema and papules in the neck.

Figure 3: Pre-treatment patient with edema and papules normal skin
and ivory color of the hands.

Figure 6: Patient after 2 courses of intravenous immunoglobulins:
regression of edema and papules of the hands.
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DISCUSSION
Scleromyxedema is a rare disease, that usually affects
adults between the ages of 30 and 80 years with no
race or gender predominance. The pathogenesis
remains unclear, the main hypothesis is that circulating
cytokines such as IL-1, TNF-alpha and TGF-beta,
which are known to stimulate glycosaminoglycan
synthesis and fibroblast proliferation in the skin, could
play a role [3,4]. It belongs to the spectrum of cutaneous
mucinoses and is characterized by a generalized papular
eruption [4]. The rash, very often itchy, consists of firm
papules of 2-3 mm in diameter, waxy in appearance [5],
closely spaced, dome-shaped or flattopped papules
involving the hands, forearms, head, neck, upper trunk
and thighs. Papules are often arranged in a strikingly
linear array, and the surrounding skin is shiny and
indurate (sclerodermoid) in appearance [3]. Evolution
is unpredictable. The entire skin can be reached with
functional prognosis. The mucous membranes are
spared [5]. Extracutaneous manifestations include
neurological signs that can lead to coma and death.
Cardiac, gastrointestinal, rheumatologic, muscular,
vascular specially Raynaud’s syndrome and respiratory
manifestations are also described [1,4,5]. Hematologic
involvement (monoclonal gammopathy) is very
often associated. In 80% of cases, it is a IgG lambda
monoclonal dysglobulinemia of undetermined
significance, rarely evolving to a myeloma (less than
10%) [2,5]. Histological findings show fibroblast
proliferation, mucin deposition, and fibrosis. Because
of the rarity of the disorder, there are neither welldesigned clinical trials nor consensus about an effective
treatment [4].
The prognosis seems reserved with mortality around
30-40% at 2 years [1].
There is currently no formal consensus on
therapeutic management, and the treatment is
difficult despite the multiplicity of therapeutic
possibilities: steroids, retinoids, PUVA, interferon,
plasmapheresis, chemotherapy, electrotherapy,
thalidomide or veinoglobulins [1,2]. Our patient has

© Our Dermatol Online 4.2019

improved remarkably since the first treatment cure of
immunoglobulins. The Thalidomide combined with
synthetic antimalarials were interesting for maintenance
treatment because of their immunomodulator and
antiinflamatory effect.

CONCLUSION
Scleromyxedema remains a complex pathology
that is difficult to treat. The initial efficacy with
immunoglobulins is most often remarkable and the side
effects are usually minor and transient. However, their
use remains limited by their cost and availability. For
maintenance treatment; Thalidomide and synthetic
antimalarials sounds a good therapeutic modality.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT
Atrophoderma of Pasini and Pierini is a rare variant of dermal atrophy with unknown etiology. It is characterised by one
or more asymptomatic, bilaterally symmetrical, well defined, hyperpigmented, non sclerotic patches with an abrupt
edge, distributed mostly over the trunk. We report here a 19 year old female presenting with single, asymptomatic,
round, hypopigmented, non-indurated, slightly depressed patch over lateral aspect of left arm. The histopathological
examination revealed orthokeratotic epidermis and degenerated loosely separated collagen bundles in the mid and
reticular dermis. A diagnosis of atrophoderma of Pasini and Pierini was made. The patient was treated with oral
hydroxychloroquine 200 mg twice daily. There was significant improvement after 2 months of treatment.
Key words: Atrophoderma of Pasini and Pierini; Hypopigmented patch; Hydroxychloroquine

INTRODUCTION
Atrophoderma of Pasini and Pierini is a rare disorder
of idiopathic dermal atrophy. It was first reported by
Pasini [1] in 1923 as progressive idiopathic atrophoderma
and later defined by Pierini and Vivoli [2] in 1936. In
1958, Canizares et al.[3] evaluated the findings of
Pierini and renamed it as idiopathic atrophoderma of
Pasini and Pierini. They also believed that it differed
adequately from morphea. It is characterized by
asymptomatic, round to oval, bluish gray to brown,
non-indurated patches with mild depression and “cliff
drop” margin. Here we report a case of atrophoderma
of Pasini and Pierini in a young female.

CASE REPORT
A 19 year old female presented with single asymptomatic,
slowly progressive, hypopigmented, slightly depressed
patch over left arm for last one year. There was no
previous history of any trauma or tick bite. Her medical
history was unremarkable. On clinical examination,
single well defined, round, hypopigmented patch
measuring 1 cm x 1 cm was present over lateral aspect

of left arm (Fig. 1). The patch was slightly depressed
than the level of surrounding skin with “cliff drop”
margin. There was no tenderness or induration.
Laboratory investigations including complete blood
count, random blood sugar, liver function test,
renal function test and urine routine examination
were all within normal limits, but her erythrocyte
sedimentation rate was raised (45 mm/1st hour). Anti
nuclear antibody and anti-ds DNA level were within
normal limit. Histopathological examination from
skin biopsy specimen showed orthokeratotic epidermis
and degenerated loosely separated collagen bundles
in the mid and reticular dermis (Fig. 2). Based on the
clinical and histopathological findings, a diagnosis of
atrophoderma of Pasini and Pierini was made. The
patient was treated with oral hydroxychloroquine
200 mg twice daily. After 2 months of treatment, there
was notable improvement in the depressed depth of
the lesion (Fig. 3).
Prior to the study, patient gave written consent to the
examination and biopsy after having been informed
about the procedure.
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course. There is a female preponderance seen in various
literatures [3,4]. Onset is insidious in adolescents
and young adults, but few congenital cases are also
reported [5,6].In our case, the patient was female
with age of onset at 18 years. The etiopathogenesis of
atrophoderma of Pasini and Pierini is puzzling. In most
of the cases, it is considered as an idiopathic atrophy of
dermis. The role of Borrelia burgdorferi infection in the
pathogenesis had been suggested by some authors [7].
In our case, there was no history of mountain climbing
or tick bite.

Figure 1: Single, well demarcated, hypopigmented, depressed patch
over left arm.

Figure 2: Degenerated loosely separated collagen bundles in the mid
and reticular dermis (H & E, 40X).

Figure 3: Significant improvement in term of depressed depth of the
lesion after 2 months of treatment with oral hydroxychloroquine.

DISCUSSION
Atrophoderma of Pasini and Pierini is an uncommon
form of dermal atrophy which usually follows a benign
© Our Dermatol Online 4.2019

The lesions are usually asymptomatic, slowly progressive,
either single or multiple, sharply demarcated patches
of variable sizes and oriented along the cleavage
lines. Frequently, these lesions are symmetrically
and bilaterally distributed on the trunk and less
commonly on the extremities. However, unilateral and
zosteriform pattern has also been reported [3]. In our
patient, single patch was present on left arm. Most
commonly, the lesions are round to ovoid, bluish gray
to hyperpigmented, soft, non-indurated and slightly
depressed than the level of surrounding skin with
an abrupt edge or ‘‘cliff-drop’’ border. These patches
are classically described as ‘‘footprints in the snow’’
or “swiss-cheese like”. In our patient, the patch was
hypopigmented which is consistent with the finding
of Saleh et al.[4] in which majority of the lesions were
hypopigmented (56%).
The histopathological features of atrophoderma of
Pasini and Pierini are often minimal and non-specific.
The epidermis is usually normal or slightly atrophic.
There may be presence of mild lymphocytic infiltration
and normal or hyalinized collagen in dermis [5]. In
our case, there was presence of degenerated loosely
clumped collagen in mid and reticular dermis.
There is ongoing debate on whether atrophoderma of
Pasini and Pierini is a variant of localized scleroderma
or a distinct entity. However, in 1958 Canizares et al.[3]
classified idiopathic atrophoderma of Pasini and
Pierini as a separate entity based on the early onset,
longer course, absence of induration and distinct
histopathological features like absence of dermal
sclerosis, inflammation and no loss of appendegeal
structures as compared to morphea.
Till date, no effective treatment is available for
atrophoderma of Pasini and Pierini. However, some
patients may respond to phototherapy, oral antibiotic
and oral hydroxychloroquine [8]. Our patient
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responded significantly to oral hydroxychloroquine and
there was no new lesion.

3.
4.

CONCLUSION
This case is reported due to the unusual presentation
of hypopigmented patches. Although benign in
nature, atrophoderma of Pasini and Pierini should be
differentiated from morphea to reduce unnecessary
treatment burden of the patients.

5.

6.
7.

Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT
Panniculitis is an inflammatory disease of subcutaneous adipose tissue which is rarely associated with systemic diseases.
In most cases, the evolution of panniculitis associated with these affections is favorable with corticosteroids and/or
immunosuppressants. We report 2 cases of patients who were followed for systemic diseases associated with panniculitis.
The first case concerned a patient followed for Behçet’s disease and the second case was related to dermatomyositis
diagnosed concomitantly with panniculitis. Many etiologies of panniculitis have been reported. It is an uncommon
cutaneous manifestation of connective tissue diseases and vasculitis. The occurrence of panniculitis may precede or
be concomitant with systemic diseases.
Key words: Panniculitis; Dermatomyositis; Behçet disease

INTRODUCTION
Panniculitis is a group of heterogeneous disease caused
by inflammation of subcutaneous adipose tissue. Many
etiologies including trauma, physical, infectious and
sometimes systemic disease may be responsible for
this condition.
In this work, we will report 2 cases of panniculitis occur
during systemic diseases.

CASE REPORT
Case 1
We report the case of 53 year old patient with history of
central diabetes insipidus, followed since April 2015 for
abdominal pain, general signs (weight loss and fever)
and mesenteric panniculitis. Infectious and neoplasic
etiologies were eliminated. The patient was treated
by corticosteroids (60m/day). He was readmitted in
the internal medicine department after one month
for motor deficit of lower limbs with installation of

psychic manifestations when he was under 45 mg/day
of corticosteroids.
Clinical examination objectified bilateral kinetic
cerebellar syndrome, pyramidal syndrome and spinal
cord syndrome. A series of exploration was conducted.
He had an inflammatory syndrome (CRP: 60mg/L and
VS:100mmH1) and leukocytosis at 13400 cells/mm3.
The immunological tests were normal: antinuclear
antibody, Anti-neutrophil cytoplasmic antibodies
were negative, complement levels (C3 and C4) were
normal. Electromyogram and Wallpaper eye were
also normal.
A lumbar puncture was performed showing normal
cytology and chemistry, negative culture and negative
research of neoplastic cells and antibody antineuronals.
Body tomodensitometry showed abdominal and
retroperitoneal panniculitis infiltration without
adenomegaly. Pathological examination of the
biopsy tissue panniculitis showed fibro adipose and
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steatonecrosis lesions without signs of malignancy;
with negative Immunohistochemistry: CD3 and CD20.
Brain MRI objectified diffuse signal abnormalities:
at the posterior fossa white matter, gray matter, brain
stem and periventricular. The bone marrow biopsy
was normal.
The infectious including tuberculosis was ruled out at
the lack of clinical arguments, the tuberculin skin test
was negative and the evolution of a few months was
against this diagnosis.
Lymphoma was reversed before the negativity of the
immunohistochemical study and bone marrow biopsy
was not in favor.

Figure 1: Erythematous dermo-hypodermic nodules of panniculitis in
the arm in patient with dermatomyositis.

Neurobehçet was strongly suspected in the inaugural
neurological involvement, achievement of the posterior
fossa and the notion of oral an genital aphthosis with
pseudofolliculitis in clinical examination.
The patient was treated by intravenous
methylprednisolone 1g/day relayed by prednisone
1mg/kg/day associated with 1g of cyclophosphamide
with partial improvement in muscle strength, and
psychic signs.
When patient was readmitted for 3 rd cure of
cyclophosphamide, he presented a deep venous
thrombosis of the left lower limb complicated by
massive pulmonary embolism generating a cardio
respiratory arrest not recovered by resuscitation.
Case 2
We report the case of 47 year old women who
was hospitalized for myalgia, motor deficit and
erythematous subcutaneous nodules appearing in
upper and lower limbs (Fig. 1).
Clinical examination objectified proximal muscular
weakness. Routine laboratory tests revealed slight
increases in the serum levels of CRP and muscle enzymes
(CPK at 2120UI/L). Full blood count was normal.
Immunology work-up were negative. Skin biopsy with
histological examination showed inflammatory adipose
tissue infiltrated by polynuclear cells (Fig. 2) evoking
panniculitis. Clinical and electromyogram findings
concluded to dermatomyositis diagnosis associated
to panniculitis. Patient was treated initially with nonsteroidal anti-inflammatory drugs and methotrexate
© Our Dermatol Online 4.2019

Figure 2: Inflammatory adipose tissue infiltrated by polynuclear cells
in patient with dermatomyositis, HE x 400.

25mg/day with partial clinical response. Patient then
received immunoglobulin 2g/kg/cure with favorable
outcome.

DISCUSSION
The elementary lesion of panniculitis is a painful
nodule with dermohypodermic extension. The main
components of the hypodermis are lobules, septa
and vessels. They will allow classifying panniculitis
according to predominant inflammation of any of the
three components.
Erythema nodosum is the most frequent septal
panniculitis. It does not require biopsy in its typical
clinical presentation. It is a painful dermohypodermal
nodules, asymmetrically affecting the two legs and
taking blue and yellowish contusiform aspects, always
healing without sequelae in 10 to 15 days.
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Lobular panniculitis most often occurs where the fat
panniculus is thick. Unlike erythema nodosum, they
can leave a very characteristic depressed scar.
The diagnosis is oriented by the distribution of
cutaneous involvement, and also by the consistency,
size and sensitivity of the lesions. In most common
cases, the specific diagnosis based on histological
data [1-3].
Many etiologies including trauma, physical, infectious
and sometimes systemic disease may be responsible for
this condition [4].
Dermatomyositis is an inflammatory autoimmune
muscle disease. Panniculitis is rarely observed during
dermatomyositis. The first case of dermatomyositispanniculitis was described in 1924 by Weber and Gray
in a 22-year-old woman and since then only about 20
sporadic cases have been reported since then including
cases associated with juvenile dermatomyositis.
Its pathogenesis remains obscure. Panniculitis
can appear at the same time or before the other
manifestations of dermatomyositis. its occurrence
can be delayed up to 5 years after the diagnosis of
dermatomyositis [5-7]. I our case, dermatomyositis was
diagnosed concomitantly with panniculitis.
Behçet syndrome is a multisystemic vasculitis involving
the skin, mucosa, eyes, joints, nervous, cardiovascular,
and gastrointestinal system. Nodular lesions are rather
common in Behçet syndrome [8]. Panniculitis is
exceptional during Behçet’s disease. the literature has
reported only a few sporadic cases [9,10].

CONCLUSION
Panniculitis is a group of heterogeneous inflammatory
diseases that involve the subcutaneous fat. A biopsy

© Our Dermatol Online 4.2019

is needed to establish an accurate diagnosis. The
subcutaneous fat may be involved secondarily in
trauma, deep cutaneous fungal infections, and many
malignancies. It also important to remember that
panniculitis can occur in vasculitis and connective
tissue diseases.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT
Pigmented purpuric dermatosis is a disease characterized with localized purpuric lesions. Six different clinical types
have been described. There are also unclassified variants including rare granulomatous and unilateral linear capillaritis.
Unilateral linear capillaritis is characterized by a very rare, unilateral linear or segmental purpuric macula. A 18-yearold female patient was presented with a linear purpuric and petechial patch and macules on the left arm. Unilateral
linear capillaritis is characterized with benign, recurrent purpuric lesions in children and young adolescants that may
be presented with spontaneous regression.
Key words: Linear; Pigmented; Unilateral

INTRODUCTION

CASE REPORT

Pigmented purpuric dermatosis (PPD) is usually
characterized with localized purpuric lesions in the
lower extremities, and it consists a group of dermatosis
with similar histopathological findings caused by an
unknown etiology [1-3]. Six different clinical types
have been described: Progressive pigmented purpuric
dermatosis (Schamberg’s purpura), Purpura annularis
telangiectoides (Majocchi purpura), lichen aureus,
pigmented purpuric lichenoid dermatosis of Gougerot
and Blum, itching purpura and eczematia-like
purpura of Doucas and Kapetanakis. There are also
unclassified variants including rare granulomatous
and unilateral linear capillaritis [2]. Unilateral
linear capillaritis (ULC), also known as segmental
pigmented purpura or Quadrantik capillaropathy,
is characterized by a very rare, unilateral linear or
segmental purpuric macula. It is a benign condition
presented with spontaneous regression [2,4-6]. As far
as we know, 16 cases were reported so far [2]. Since
its incidence is rare, our 18-year-old female patient
is presented here.

A 18-year-old female patient was admitted to our
outpatient clinic with complaints of redness on the left
arm in November 2017. She had complaints for 3 years
and it repeats every 2 months. The lesions were healing
in 5-7 days. There were no pain, itching and burning.
No family history. She has mitral valve prolapse and
she has taken beta blockers (metoprolol) since 2012.
On dermatological examination, she had a linear
pigmented rash on the left arm. The eruption consisted
of linear purpuric and petechial patch and macules
and did not blanch with pressure from a diascope
(Figs. 1 and 2). Hemogram and biochemical tests were
normal. The clinical diagnosis was felt to be unilateral
linear capillaritis. The patient went on to have a 4mm
punch biopsy from the left arm.
Histopathological examination revealed perivascular
lymphocytic infiltrate and erythrocyte extravasation
in the upper dermis (Fig. 3). Based on clinical and
histological findings, the patient was diagnosed
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DISCUSSION
Higgins et al. have identified a female patient with
so-called quandrantic capillaropathy [5] in 1990, for
the first time. Riordan reported 4 patients with socalled unilateral linear capillaritis in 1992 [7]. PPD is
presented usually in middle and older ages, involving
lower extremities symmetrical. ULC patients are
younger and the lesions disappear spontaneously in
about 3 years. The cause of the unilateral and linear
involvement is unknown [8].

Figure 1: Linear pigmented purpuric rash on the left arm.

Figure 2: A closer view of the lesion.

Figure 3: Under the epidermis, perivascular lymphocytes and
extravascular erythrocytes.

as unilateral linear capillaritis. Treatment was not
recommended because the symptoms spontaneously
recovered in about 5 days. The patient was followed up.
© Our Dermatol Online 4.2019

The suspected etiology include venous hypertension,
exercise, capillary fragility, focal infections, alcohol
drugs are implicated [9]. Aspirin, carbomal,
thiamin, meprobamate, carbamazepine, reserpine,
acetaminophen, glipizide, hydralazine are the suspected
drugs [8]. The drugs are reported to be the trigger,
especially for schamberg disease [1]. Only one of the
reported ULC case had been associated with Aspirin [8].
Our patient uses beta-blockers but since she had
spontaneous resolution, her condition was not found to
be associated with the drugs histopathologically.
So far, 9 (56.25%) of the patients were male and
7 (43.75%) were female. Its incidence is more common
in men, but the difference is not significant. The age
of the patients range 5 - 48 years. Half of the patients
are children. There are two peak ages: 5-15 years (mean
10.12 years) and 23-56 years (mean 35 years). It is
usually asymptomatic, Mar reported mild pruritus in
two patients [4]. Lower extremity involvement was
observed in 11 (68.7%), upper extremity involvement
was observed in 4 (25%) and body involvement was
observed in 3 (18.7%) patients (1 patient had only
body involvement and 2 patients had body involvement
with lower extremity involvement). The lesions are
usually in segmental configuration, with less linear
involvement [2,10]. Since spontaneous regression is
observed in a few months or years, generally treatment
is not required. Topical steroids, hydroxychloroquine
or PUVA may be given if required [8].
The differential diagnoses should include angioma
serpiginosum, unilateral naevoid telangiectasia,
and lichen aureus firstly [4,11]. Lichen aureus is
differentiated by having no band-style lichenoid
infiltration on dermis [11].
In conclusion, ULC is a pigmented purpuric dermatosis
characterized with benign, recurrent purpuric lesions in
children and young adolescants that may be presented
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with spontaneous regression mostly involving lower
extremities with segmental or linear lesions.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT
Cutaneous botryomycosis is a chronic focal infection characterised by a granulomatous inflammatory response to bacterial
pathogens such as Staphylococcus aureus and occasionally Pseudomonas, Escherichia coli, Proteus, Streptococcus, etc.
Early diagnosis and treatment with specific antibiotics alongwith surgical debridement is recommended. Cutaneous
metastatic tuberculous abscess and scrofuloderma also presents as subcutaneous swellings and multiple discharging
sinuses. A twenty two year old female patient presented with multiple erythematous subcutaneous lesions over lower
back, buttocks and bilateral inguinal region, most of which were discharging purulent material since two years. This
case is being reported because of the clinical dilemma it poses to the dermatologists.
Key words: Botryomycosis; Tuberculosis; Amoxy-clavulanic acid; Linezolid

INTRODUCTION

CASE REPORT

Cutaneous tuberculosis comprises only a small
proportion of all cases of tuberculosis. Mycobacterium
tuberculosis can cause skin infection by direct
inoculation into the skin, by hematogenous spread
from internal lesion and by direct contact with
tuberculosis in an underlying deeper structure [1].
Pyodermas due to staphylococcus usually present as
acute inflammatory skin changes such as impetigo
and furunculosis. However, immunodeficiency may
change the presentation due to staphylococcus
skin infection towards chronic granulomatous
condition. Botryomycosis (or bacterial pseudomycosis
or pyoderma vegetans) is a rare chronic bacterial
granulomatous disease that usually involves skin and
rarely viscera [2]. Most common cause is Staphylococcus
aureus and occasionally Pseudomonas spp., Escherichia
coli, Proteus spp., and Streptococcus spp [3]. Metastatic
tuberculous abscess and scrofuloderma has a similar
presentation in the form of subcutaneous swellings as
in Botryomycosis and posing a clinical dilemma to a
dermatologist and hence, being reported.

A twenty two year old female patient presented with
history of multiple erythematous skin lesions over
lower back, buttocks and bilateral inguinal region,
most of which were discharging purulent material
since two years. She had history of fall over ground
2 years back for which she was treated at a local
hospital and got temporary relief only as multiple
nodules with discharging sinuses kept on appearing.
Local cutaneous examination revealed multiple
erythematousnodules over lower back, right buttock
and bilateral inguinal region.Some of the lesions were
discharging purulent material. On palpation, lesions
were indurated, tender and not fixed to underlying
structures with purulent discharge on manipulation.
Some old healed lesions in the form of multiple
hyperpigmented patches of size 1x3 cms to 5x2 cms
with well- ill defined irregular margins were present over
lower part of back (Fig. 1). Some of the lesions in the
form of keloidal scar tracts were present over inguinal
region (Fig. 2). Hair, nail and mucosae were normal.
All vital signs were normal. Systemic examination did
not reveal anything significant to the case. Routine
investigations were within normal limits, except ESR,
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Figure 1: Multiple erythematous nodules over lower back, right buttock
at the time of presentation.

Figure 3: Photomicrograph showing orthohyperkeratosis, marked
acanthosis with irregular elongation of rete ridges. In the dermis,
inflammatory infiltrate composed of lymphocytes, plasma cells and
histiocytes is seen. Non caseating granulomas seen. (H&E 400X).

Figure 2: Multiple keloidal scar tracts over inguinal region at the site
of presentation.

which was 70 (raised). On pus culture and sensitivity,
the isolate grew as a golden yellow pigmented, opaque
colony that was diagnosed as Staphylococcus aureus
by Gram Staining. ZiehlNelssen staining, CBNAAT,
KOH preparation and fungal culture were negative.
Histopathology report was equivocal and on the basis
of pus and culture sensitivity, patient was started on
tablet amoxicillin- clavulanic acid 625 mg three times a
day and linezolid 600 mg twice daily with only marginal
improvement for a period of 4 weeks. Biopsy was
repeated and it revealedorthohyperkeratosis, marked
acanthosis with irregular elongation of rete ridges.
In the dermis, inflammatory infiltrate composed of
lymphocytes, plasma cells and histiocytes is seen.
Non caseating granulomas was also seen, suggestive
of cutaneous tuberculosis and patient was started on
antitubercular therapy (Fig. 3). All the lesions improved
and have started healing after 2 months of intensive
antitubercular therapy (Fig. 4). Patient is still on regular
© Our Dermatol Online 4.2019

Figure 4: Improvement after 2 months of treatment.

follow up with remarkable improvement and healed up
lesions showing keloidal scarring.
Prior to the study, patient gave written consent to the
examination and biopsy after having been informed
about the procedure.

DISCUSSION
Cutaneous tuberculosis (CTB) continues to be one
of the most difficult diagnoses to make because of the
wide variations in its clinical appearance, histopathology,
immunology and treatment response [4,5]. The incidence
of this disease has increased in the 21st century, due to a
high incidence of HIV infection and multidrug-resistant
pulmonary tuberculosis [6]. Metastatic tuberculous
abscess or tubercular gumma results from disseminated
365
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hematogenous spread of mycobacteria and presents as
single or multiple dermal subcutaneous nodules which
may become fluctuant or break down to form ulcers.
Underlying tissue is not involved which is usually involved
in scrofuloderma. Although the usual site of involvement
is extremities. In our case, trunk was primarily involved [1].
Tuberculin test is usually positive but in our case it was
negative and no other tests, namely, ZiehlNelssen,
CBNAAT staining was positive. Systemic examination
and radiological examination did not reveal any systemic
involvement in our case. The differential diagnosis of
metastatic tuberculous abscess include botryomycosis,
actinomycosis and eumycetoma. Botryomycosis present in
two forms: cutaneous and visceral. Chronic form presents
as chronic, suppurative and granulomatous skin lesions
similar to our patient. It may be preceded by trauma [3].
Most cases present with nodules, abscesses and sinuses
with purulent discharge [7,8]. Visceral form is usually
with pulmonary involvement [9], which is associated
with cystic fibrosis and reaches skin forming sinuses
and irregular masses. Rarely, polymicrobial etiology is
considered. Most common cause is Staphylococcus aureus
and occasionally Pseudomonas spp., Proteus spp., and
Streptococcus spp., E.Coli, Actinobacilluslignieressi, etc.
It is also associated with immunosuppression [10]. Thus,
metastatic tuberculous abscess may be misdiagnosed as
cutaneous botryomycosis posing a clinical dilemma to a
dermatologist.

CONCLUSION
Metastatic tuberculous abscess and scrofuloderma has
a similar presentation in the form of subcutaneous

© Our Dermatol Online 4.2019

swellings as in Botryomycosis and posing a clinical
dilemma to a dermatologist.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT
Porokeratosis are morphologically distinct keratinization disorders, characterized clinically by papules or hyperkeratotic
plaques surrounded by a linear raised border. Sometimes the border (the most characteristic change in porokeratosis, and
practically the definition of diagnosis) is not easily identifiable. We demonstrated a clinical maneuver that facilitated
the visualization of this more typical aspect in frame. A wooden tongue depressor was used to gently scratch one of
the lesions. This maneuver revealed a desquamative halo in the hyperkeratotic lesion - better identifying the clinical
aspect typical of the porokeratosis. The use of scratching may play a fundamental role in the diagnostic suspicion of
porokeratosis and should be applied whenever the clinical history suggests this hypothesis as a differential diagnosis.
Key words: Porokeratosis; Keratotic lesions; Cornoid lamella

INTRODUCTION
Porokeratosis are morphologically distinct keratinization
disorders, characterized clinically by papules or
hyperkeratotic plaques surrounded by a linear raised
border. Histologically, a thin column of paracerathotic
cells extends throughout the corneal extract and is
seen in all variants. This histopathological finding,
known as the cornoid lamella, corresponds to clinically
demonstrable hyperkeratosis [1-10]. Sometimes the
border (the most characteristic change in porokeratosis,
and practically the definition of diagnosis) is not easily
identifiable. We demonstrated a clinical maneuver
that facilitated the visualization of this more typical
aspect in frame.

CASE REPORT
A 48-year-old female patient with multiple keratotic
lesions for more than 20 years in the upper limbs with
a characteristic appearance of actinic keratosis. Due to

the early onset of the disease, actinic porokeratosis or
disseminated superficial porokeratosis was suspected.
In the search for lesions that identified porokeratosis,
a wooden tongue depressor was used to gently scratch
one of the lesions (Fig. 1). This maneuver revealed
a desquamative halo in the hyperkeratotic lesion
(Fig. 2) - better identifying the clinical aspect typical
of the porokeratosis.

DISCUSSION
Porokeratosis include a heterogeneous genetic group
of disorders that represent different phenotypic
expressions of the same gene defect, which is
inherited mainly in an autosomal dominant
way [2,3]. The disease usually manifests itself in
the third or fourth decades of life with a feminine
preponderance. The tendency to develop these
lesions is provided by two genes already mapped:
DSAP1 on chromosome 12q23.2-24.1 and DSAP2
on chromosome 15q25.1-26.1 [4].
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The onset of lesions before the age of 30 led to the
suspicion that it was not keratoseactin, our initial clinical
impression. With the hypothesis of porokeratosis, the
scraping of a suspected area identified a clearer halo and
favored the diagnosis, confirmed later histologically. We
suggest this simple maneuver that facilitates diagnosis
in some cases where the porokeratosis frame is not so
obvious.

CONCLUSION

Figure 1: The suspected lesion, without the typical desquamative halo
of the porokeratosis.

Therefore, the use of scratching may play a fundamental
role in the diagnostic suspicion of porokeratosis and
should be applied whenever the clinical history suggests
this hypothesis as a differential diagnosis.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT
Solar urticaria is a rare chronic skin condition triggered via (an) uncharacterized chromophore(s) and characterized by
skin lesions and/or itch immediately after sun exposure. We present a 50-year-old woman who presented to us with a
history of an itchy and burning sensation after a few minutes of sun exposure, first noticed after applying gel nails for the
first time. We suggest that a photoallergen can be formed during the polymerization and hardening process of gel nails.
Key words: Solar urticaria; Ultraviolet nail lamps; Gel nails; Pathogenesis; Case report

INTRODUCTION
Solar urticaria is an idiopathic rare immunoglobulin
E (IgE)-mediated photodermatosis with a largely
hypothetical pathogenesis. A reaction between a
precursor factor in the skin and an action spectrum
is assumed [1]. We report a case of solar urticaria in
which ultraviolet (UV) nail lamps are thought to be
the trigger for solar urticaria. The intense effect of
UVA exposure may provoke initial sensitization to
an emerging photoallergen in sun-sensitive people.
Further research is needed to investigate the process
of emerging photoallergens in solar urticaria.

CASE REPORT
A 50-year-old woman noticed tingling of her hands
after applying gel nails for the first time, ten months
before the first consultation. This sensation returned
after every application accompanied with pruritus
and a burning sensation. In spring, she developed
an itching and burning sensation on head, arms
and legs. After a few minutes of sun exposure, she
immediately developed an erythema on sun-exposed
areas. These symptoms decreased a little bit after
taking antihistamines (cetirizine). Later in spring, she

noticed a feeling of swelling and discovered redness
in the neck. The itchy feeling persisted and she also
experienced symptoms on cloudy days, but not behind
glass. The symptoms did not improve during summer.
The general practitioner prescribed ebastine 20 mg,
bilastine 20 mg and cetirizine 20 mg without any
improvement. A neurological examination revealed
no cause for the tingling sensation. There were no
other systemic symptoms reported. She also reported
that the rash always started at her fingers. The patient
took daily progesterone 200 mg, paroxetine 10 mg,
levothyroxine 100 μg, lorazepam 1 mg and alendronic
acid with cholecalciferol once weekly. Contact allergy
and photo contact allergy were excluded by (photo)
patch tests with the Belgian standard series, cosmetic
test series, drug test series, photo patch test series
and own products and contents. The tests revealed
positivity for nickel, cobalt and an unclear reaction to
limonene and linalool hydroperoxides. These results
couldn’t explain the lesions. Eventually, she was referred
to our specialized center to perform monochromatic
phototesting to exclude any form of light allergy. We
excluded cutaneous porphyria’s by analyzing the heme
synthesis (Table 1). Blood porphyrin analysis revealed
free erythrocyte porphyrin levels of 1278 μg/L RBC
with a normal PPIX/ZNPP ratio and normal plasma
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porphyrin, excluding the diagnosis of Erythropoietic
Protoporphyria. The clinical findings and phototesting
(Figs. 1 and 2) suggested the diagnosis of solar
urticaria with a reduced minimal erythema dose
(MED) of 10 J/cm2 at 350±10 nm (UVA spectrum)
and a strong erythemal flare reaction immediately

a

after radiation (Table 2 and 3). The term MED as
a measure of erythemal radiation is not a standard
measure as normal ranges are highly dependent on
individual sensitivity, characteristics of the source,
determinants of the exposure, nature of the skin
and observational factors. The reference limits are
specific to a particular investigating center, these
tables show the reference limits in our center [2]. We
suggested protection with sunscreens, clothing, a hat
and sunglasses. We also suggested continuing the
treatment with antihistamines, but, if insufficient,
UVB therapy thrice weekly with gradually increasing
the dose was proposed.

DISCUSSION

b
Figure 1: (a) At 350 nm, a strong erythemal flare reaction is visible
immediately after irradiation. This clinical sign is very suggestive for
the diagnosis of solar urticaria. (b) Details of the irradiation zones of
370, 400 und 450 nm immediately after irradiation. A clearly visible
urticarial plaque is seen at 370 nm.

a

b
Figure 2: (a) 24 hours after irradiation a reduced MED of 40 mJ/cm2
at 300 nm and of 2 J/cm2 at 320 nm is visible. At 370 nm an erythemal
response is visible. (b) 24 hours after irradiation, the strong reaction
has disappeared. Reduced MED of 10 J/cm2 is visible in the UVArange (350 nm).
Table 1: Analysis of the Heme synthesis with free erythrocyte
porphyrin, zinc-chelated protoporphyrin (ZnPP), free
protoporphyrin (PPIX) and plasma porphyrin
Test
Levels
Reference limits
Free erythrocyte porphyrin
Zinc-chelated protoporphyrin (ZnPP)
Free protoporphyrin (PPIX)
Plasma porphyrin

© Our Dermatol Online 4.2019

1278 μg/L RBC
48%
52%
negative

200-550 μg/L RBC

In the context of investigation of photosensitivity the
patient was already tested for (photo)contact allergy.
She did not take any medications known to cause
phototoxicity. Familial history revealed no affected
members. The clinical history of the time course,
absence of hardening and swelling are also suggestive
for solar urticaria. To complete the proper investigation
of photosensitivity, the patient was tested with a
monochromator (LOT Oriel Group Europe, Germany)
in order to identify the correct minimal erythema dose
and action spectrum. She developed a strong urticarial
reaction immediately after irradiation in the UVA
range, indicating a very low minimal urticarial dose
(MUD) in these range. Consequently, we diagnosed
the patient with solar urticaria with action spectrum
in the UVA range.
A reaction between a precursor factor in the skin and
an action spectrum is assumed in literature [1]. The
resulting photo allergen induces immunoglobulin
E production triggering mast cell degranulation, an
erythematous flare reaction and wheals or itch appear
as a result of type I allergy [3,4]. During the diagnostic
process, we were surprised by the coincidence of the
use of gel manicure systems and UV nail lamps and
the development of solar urticaria. In the case of
gel manicure systems, different acrylate monomers
constitute together a nail polish, requiring UV light for
polymerization and hardening, mostly in a wavelength
range of 340-380 nanometer, in the UVA range [5,6].
The UVA radiation is necessary to let the artificial
nail coating polymerize. In relation to the accepted
pathogenesis of solar urticaria, it is remarkable that
the patient developed solar urticaria in the range of
the used UV nail lamp (365nm). During a sensitization
370
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Table 2: Minimal erythema dose (MED) test 24-hour after irradiation
Wavelength±margin of error (bandwidth)
300±2.5nm
320±5nm
350±10nm
370±10nm
400±10nm
450±10nm
5nm
10nm
20nm
20nm
20nm
20nm

500±10nm
20nm

600±10nm
20nm

Patient

40mJ/cm²

2J/cm²

10J/cm²

+

-

-

-

-

Normal

20-50mJ/cm²

2-5J/cm²

20-50J/cm²

-

-

-

-

-

500±10nm
20nm

600±10nm
20nm

Table 3: MED-test immediately after irradiation
Wavelength±margin of error (bandwidth)
350±10nm
370±10nm
400±10nm
450±10nm
20nm
20nm
20nm
20nm

300±2.5nm
5nm

320±5nm
10nm

Patient

-

1J/cm²

5J/cm²

+

-

-

-

-

Normal

-

-

-

-

-

-

-

-

process, a precursor substance is converted to a
photoallergen after light absorption of a wavelength
corresponding to the triggering action spectrum (AS).
Subsequently, IgE immunoglobulins are formed against
the photoallergen resulting in an immediate-type
hypersensitivity reaction by subsequent contact with
the wavelength of the AS [7].

CONCLUSION
We reported on a development of solar urticaria after
the use of UV nail lamps. and hypothesize that the
patient was sensitized during the UV nail irradiation
process. People need to be aware of the risks associated
with the use of UV nail lamps.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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Case Report

Scorbut and purpuric hyperkeratotic skin lesions in
the elderly: What relationship? A case report
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ABSTRACT
Gingival bleeding and dental heaving during scurvy are the most reported in the literature. However nonspecific isolated
purely cutaneous manifestations due to hypovitaminosis C are not uncommon. Their incidence increases with age
related to decrease in microcirculation of the skin leading to trophic disorders observed in the skin extremities in the
elderly. Here we report the case of an elderly with poly vascular disorders aged of 73 years old in whom we observed
purpuric hyperkeratotic lesions on the extremities. The various paraclinical examinations and blood checks for different
diagnostic hypotheses have helped to spread a disease of cholesterol emboli, systemic vasculitis and retain low vitamin
C after dosing the ascorbic acid serum incidentally. The disappearance of these skin lesions after two weeks of oral
vitamin C supplementation confirmed the diagnosis scorbut. The occurrence of mucocutaneous lesions in elderly
with high risk of atherosclerosis and living in unfavorable socio-economic conditions must alert the clinician to look
for low vitamin C and titrate the serum ascorbic acid.
Key words: Hypovitaminosis C; Ascorbic acid serum; Purpuric hyperkeratotic lesions; Elderly; Atherosclerosis

INTRODUCTION
Vitamin C is supplied exogenously by diet in human,
primate and some animals. Vitamin C level decreases
with age, especially in the epidermis [1,2]. This
abnormality is responsible of diseases and the best
known is scurvy which occurs when the value of
ascorbic acid level is less than 6μmol/l. However, there
are isolated specific manifestations purely Cutaneous
in Hypovitaminosis C that are rarely described in the
literature. They are a kind of follicular hyperkeratosis,
pigmented icthyosis, healing delays and/or even
venous ulcers [3]. In addition, during human aging
a reflex in skin vasodilatation decreases [4,5]. This
reduces microcirculation of the skin leading to trophic
disorders observed in the skin extremities in the elderly.
Furthermore, vitamin C supplementation improves
skin blood flow [6]. We report a case of vitamin C

deficiency in a septuagenarian revealed by purpuric
hyperkeratotic lesions treated in fifteen days by vitamin
C supplementation taken orally.

CASE REPORT
A 73-year-old-man, Guadeloupean, bachelor and retired
is addressed in consultation in internal medicine for
the fortuitous discovery of a monoclonal peak with
light kappa chain associated with acrorhigosis and
paresthesia of the feet. The clinical manifestations
have been evolving for a year. Personal medical history
revealed: hypertension known and treated since 1998
by quadritherapy (ACEBUTOLOL-200MG AMLOR®
5MG 3-CoAprovel® 300/5MG), a tobacco intoxication
weaned in 1967, a dyslipidemia treated since 2002 by
Crestor, ischemic stroke that occurred in 2002 without
sequelae. On admission time, we noted a blood pressure
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level of 135/80mmHg and a heart rate of 76/min, pedal
pulses were abolished on the left, decreased on the
right as well as tibioposterior pulses. Both right and left
femoral pulses were well perceived. There is no breath
on auscultation of arterial axes but the local state of the
foot showed a very poor venous condition of the lower
limbs and especially distal ischemic lesions in all areas
of support points, toes and the sole associated with
acrocyanosis and painful stasis and distal ulcerations.
The rest of the physical examination was normal.
Biological examinations showed a normal blood count,
normal blood and urine electrolytes, and creatinine
clearance decreased to 44 ml/minute.
Serological tests such as, HIV, HBs Ag, HCV-Ag,
Syphilis, Epstein-Barr virus, HTLV-1 and HTLV2 virus’s
tests were negatives, but HBs-Ag, HCV-Ag serological
tests were positives, which were an evidence of an old
virus infection.
Immunological tests, anti-nuclear, native anti DNA,
and anti Beta2 GP1 antibodies tests were negatives
and presence of anti Cardiolipin antibodies with IgM
positive to 54 units.
Additional tests carried out showed the existence of
cataract in the right eye fundus and a clear glass with
the slit lamp without cholesterol embolus. But, there
was a retro- fovea serous retinal detachment of the left
eye, without cholesterol embolus.
A skin biopsy of the left first metatarsal root showed a
normal thickness of the epidermis, a discrete vascular
dilation without vasculitis or thrombosis. The direct
Immuno-Fluorescence examination was negative.
Capillaroscopy showed the absence of abnormality,
organic microangiopathy.
The other morphological examinations were
unremarkable except the echocardiography that
revealed a concentric LV cardiomyopathy with an
ejection fraction of 65%.
Fortuitously, by dosing vitamin C level we noted
hypovitaminosis in ascorbic acid estimated at 8.18
μmol/l (technique used: HPLC electrochemistry,
laboratory standard: 45- 95 m/dl). We gave a vitamin
C supplementation for a two-week period. Skin lesions
that have been developing for about 1 year were healed
and cleaned.
© Our Dermatol Online 4.2019

DISCUSSION
The degree of vitamin C deficiency should be defined. A
rate over 26μmol/l is considered normal; a rate between
6μmol/l and 26μmol/l represents Hypovitaminosis C,
which is known as severe if the rate is less than 13μmol/l.
A rate under 6μmol/l defines a deficiency. And scurvy is
defined when the rate is under 6μmol/l associated with
clinical signs. Our patient had ascorbemia to 8.18μmol/l
therefore severe Hypovitaminosis C.
The prevalence of Hypovitaminosis C is common in
men and increases with age, as observed in our patient.
A study of 1108 outpatients in the region of Paris [7]
highlighted an ascorbemia less than 2 mg/l in 5% of
women and in 12% of men, reaching 15% of women
and 20% of men in age group over 65 years. In the
united kingdom in 1970, the studies showed that 50%
of elderly people living at home had ascorbemia less
than 2 mg/l [5].
A number of vitamin C deficiency risk factors have
been identified in the study of Fain et al: the elderly,
male gender, being retired or unemployed, having
an infectious diseases and excessive consumption
of alcohol and tobacco [3]. In our case, the patient
was aged of 72 years old, single, retired and former
smoker. These risk factors represents limiting factors
of vitamin C absorption in the body. Moreover, the
body stores of vitamin C are low (1500 mg) [8] so
that the clinical picture of scurvy appears in one to
three months of absolute deficiency of ascorbic acid
when the total pool of the organism is under 300
mg and the ascorbic acid level falls below 2 [9] to
2.5 mg/l [3] Fain O and al. The patient had no scurvy
but, Hypovitaminosis C with severe acrocyanosis of
the extremities of the lower limbs. These skin lesions
of typical acrorhigosis of chronic evolution (Fig. 1) on
a constitutional susceptibility of preexisting vascular
pathologies such as hypertension, ischemic stroke,
Dyslipidemia, moderate renal impairment and former
smoker in our patient allowed us to discuss the disease
of cholesterol embolism; With the presence of a
hyper eosinophilia to 572 cells/mm3. But the absence
of micro-crystals of cholesterol in the urine, in the
eye fundus and skin biopsy were not in favor to the
diagnosis.
The search for ANCA vasculitis, connective and
cryoglobulinaemia were negative. Finally we retained,
vitamin C deficiency with ascorbemia equal to
8.18μmol/l revealed by a clinical picture of acrorhigosis
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with paresthesia of the feet that has been developing.
Indeed Several studies showed that the presence of
clinical signs of deficiency leading to a determination
of ascorbemia, highlights Hypovitaminosis almost
systematically [10-12] and up to 100% in the population
of Oguike [13] and 93% in Sentenac [14] although it is
known that skin symptoms during vitamin C deficiency
is extremely polymorphic and non-specific [3]. Purpuric
hyperkeratotic lesions of extremities of limbs are rarely
described unlike leg ulcers.
Vitamin C is involved in the synthesis of collagen as
an essential cofactor for proline and lysine oxidase
responsible for the formation of stable collagen helices.
Vitamin C deficiency induces an alteration of the
collagen structure [15]. There are 3 types of collagen
including type 3 that is present in the skin and blood
vessels. However, the amount of vitamin C is low in the
elderly skin, particularly in the epidermis [1,2] and the
majority of the patients were at risk for atherosclerosis

as in our patient. But, in patients with atherosclerosis,
there is biochemical evidence that indicates the
increase of oxidative stress resulting from a change
in the balance of pro- and endogenous antioxidants
[4]. This oxidative stress is associated with increased
consumption of vitamin C.
In short, the vitamin C deficiency in the epidermis
of the elderly associated with atherosclerosis and
inadequate vitamin C intake are risk factors when
combined and could lead to skin lesions like those
observed in our patient.
The oxidative attack of lens proteins was also considered
as a risk factor for cataract. In the literature there is no
consensus on the correlation between vitamin C status
and the frequency of cataracts. Some studies evoked
a relationship between poor intakes of vitamin C and
cataract, but others [16] did not find any correlation.
Cataract found in our patient, however, can be related
to severe low vitamin C.
The favorable outcome characterized by the
disappearance of purpuric hyperkeratotic lesions
(Fig. 2) by supplementing 1 g/day of ascorbic acid
in our patient orally for two weeks demonstrated
retrospectively the validity of the diagnosis.

CONCLUSION

Figure 1: The sole of the foot before treatment.

The appearance of mucocutaneous lesions in geriatric
subject with high risk of atherosclerosis and living in
low socio-economic conditions should directed the
clinician to the diagnosis of Hypovitaminosis C and
to determine the ascorbic acid level.
The dosage of vitamin C level is expensive and difficult;
therefore prevention of Hypovitaminosis C by daily
supplementation in the diet of the Geriatric subject
by the consumption of fruits and vegetables should
be advocated.
Acknowldgements
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Figure 2: The sole of the foot after treatment.
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Case Report

A squamous cell carcinoma of the lower lip with a
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ABSTRACT
Squamous cell carcinoma (SCC) is a malignant tumor with an estimated prevalence of 0.09% in Dakar. We
report the case of a 40-year-old man with chronic lupus of the lower lip confirmed by histology and treated
with topical corticosteroids and synthetic antimalarials for six years. He was hospitalized for an ulcerated and
budding tumor of the lower lip evolving for six months whose histological study confirmed a squamous cell
carcinoma. Complete surgical resection was performed and safety margins of 1 cm were excised with lymph
node dissection under the mandible. The clinical result was favorable. Early surgical management has improved
its prognosis.
Key words: Squamous cell carcinoma; Discoid lupus erythematosus; Dakar

INTRODUCTION
Squamous cell carcinoma (SCC) is a malignant
tumor with an estimated prevalence of 0.09% in
Dakar. It most often occurs on preexisting dermatosis,
such as discoid lupus erythematosus (DLE) [1].
This autoimmune dermatosis is characterized
on the one hand by erythematous-squamous and
atrophic lesions on the sun-exposed areas and on
the other hand by histopathological alterations such
as hyperkeratosis, atrophy of the mucous body of
Malpighi, liquefying necrosis of the basal layer, and
lymphocytic infiltrate [2]. Lip carcinoma accounts for
8% of labial dermatoses in Senegal [3]. Its severity is
related to the risk of metastasis with fatal evolution
and aesthetic damage [1,4,5]. We report a case of SCC
of the lower lip occurring on a lesion of discoid lupus.

CASE REPORT
A 40-year-old man, with no history of alcohol or tobacco
use, was admitted to the hospital for a tumor of the
lower lip that had been evolving in a preexisting lesion

six months ago. The previous medical and clinical
reports revealed that he has been followed up for six
years in a practice of dermatology for DLE of the lower
lip and lower limbs, which was confirmed by histology.
He received dermocorticoids and synthetic antimalarials
for these lesions. Physical examination revealed an
ulcerous-budding tumor measuring 3 cm in diameter
associated with an erythematous, squamous, and
atrophic plaque on the lower lip (Figs. 1a and 1b). There
were also hypopigmented atrophic macules of the lower
limbs. The lymph nodes were normal. Histopathology
of the lip tumor revealed infiltrated and differentiated
squamous cell carcinoma (Figs. 2a and 2b). The
serological tests were normal, with leukocytes measured
at 7200/mm 3, hemoglobin at 14 g/dl, and blood
platelets at 250.103/mm3. Fasting blood glucose was
at 1.02 g/l. Transaminases, serum electrolytes, blood
urea, creatinine clearance, C-reactive protein were
also normal. Serology of HIV and viral hepatitis came
back negative. A thoracoabdominal scan (computed
tomography) was normal. A complete surgical resection
was performed, and safety margins of 1cm were excised
with node dissection under the mandible.
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The outcome was favorable.Complete healing was
observed without reccurence (Fig. 3). The follow-up
period was four years. Histopathological examination
of the surgical specimen revealed healthy margins
and the absence of metastases in the removed lymph
nodes.
Prior to the study, patient gave written consent to the
examination and biopsy after having been informed
about the procedure.

Figure 1: Ulcerated tumor of the lower lip on a lesion of discoid lupus
erythematosus.

Figure 2: SCC grade1: cell carcinomatous proliferation with welldifferentiated malignant epithelial cells invading the dermis with masses
centered by keratin pearls (HE x40, x100).

DISCUSSION
In this case study, we report the early diagnosis,
successful management, and favorable outcome of
a case of squamous cell carcinoma of the lip. SCC
can occur on acquired or congenital precancerous
lesions. The most frequent of these include burn scars,
discoid lupus, leg ulcer, xeroderma pigmentosum, and
albinism [1,5,6]. Diagnostic delay is often observed
in Senegal, resulting in a long duration of evolution
that leads to very advanced tumors, thus making
curative treatment difficult [1,3]. Discoid lupus of
the lip constitutes the second most common precancerous dermatosis in Senegal. It is characterized by
erythema, scales, and skin atrophy [2]. The pathogenic
mechanisms favoring photocarcinogenesis seem to be
related to tumor suppressor gene inactivation (p53).
Multiple solar exposures result in inactivation of the
p53 protein, which in turn initiates and promotes
the development of carcinoma [7]. The combined
action of the repeated solar exposure and the presence
of atrophic lupus lesion have contributed to the
development of labial carcinoma in our patient [1,3,7].
The curative management of labial carcinomas can
include major challenges, depending on early diagnosis
of the tumor, the tumor’s size, conservative surgery,
and reconstruction plasties. The factors for good
prognosis in our patient were the absence of both
metastasis and recurrence after surgical treatment.
However, monitoring long-term recurrences must be
mandatory [8,9].

CONCLUSION
Squamous cell carcinoma of the lip is a severe tumor.
It can be fatal in advanced forms. Early surgical
management of localized tumors can improve the
prognosis. Hence, multidisciplinary care for rigorous
monitoring of precancerous lesions is important.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT
Acro-osteolysis (AO) involves partial or total destruction of the distal phalanges of the fingers or toes. The range of
forms of AO is extremely wide. We distinguish acquired forms and the genetic and idiopathic forms. We report a case
of 49 years old lady who presented shortening of the fingers on her right hand. We retained an idiopathic AO: Hajdu
Cheney syndrome on clinical and radiological criteria as well as the absence of other etiologies. Despite recent
improvement in the knowledge of the disease, no cure is available.
Key words: Acro-osteolysis; Idiopathic; Hajdu Cheney

INTRODUCTION
Hajdu-Cheney is a rare, autosomal dominant disorder,
with sporadic cases, associated with mutations in the
terminal exon 34 of the NOTCH2 gene encoding the
transmembrane NOTCH2 receptor and characterized
by acroosteolysis of hands and feet, developmental
defects of bones, teeth and joints causing distinctive
craniofacial and skull changes, and also manifested by
severe osteoporosis and short stature [1]. We report a
case of Hajdu Cheney syndrome.

CASE REPORT
A 49 years old lady consulted for a shortening of the fingers
on her right hand that had been evolving for several years.
The patient had no history of Raynaud’s phenomena,
occupational exposure to vinyl chloride gas or any recurrent
trauma. Clinical examination revealed short stubby fingers
with brachyonychia (Fig. 1). Detailed skin and systemic
examination failed to detect any abnormalities. A short
stature (1.47m) was noted. Otherwise, the patient reported
that since the age of 15 she had a loss of teeth leading her
to put a denture at 30 years.
The radiograph of her right hand showed a complete
resorption of the third phalanges (Fig. 2) and

the radiograph of the patient’s skull revealed an
occipital hyperostosis (Fig. 3). Blood counts, hepatic
and renal function, Calcium levels, angiotensin
converting enzyme and parathyroid hormone were
normal. Antinuclear Antibodies (ANA) were negative.
Neurological evaluation and The electromyogram were
normal. Serological tests for syphilis were negative. The
paraneoplastic checkup was normal as well. A diagnosis
of idiopathic phalangeal acroosteolysis, Hadju Cheney
disease in its sporadic form, was given as it was the
most likely judging from the topography of osteolysis,
the premature loss of teeth, the occipital hyperostosis,
short stature, with no etiological cause identified.
Supplementation with calcium and vitamin D. was
recommended.

DISCUSSION
The few primitive forms of AO are retained after
getting rid of medical causes, toxic, traumatic to
paraneoplastic.
Radiologically, we consider two types. The
longitudinal acro-osteolysis of the distal portion of
the phalanx is more common in scleroderma, Raynaud’s
disease, sarcoidosis, psoriatic arthropathy, neuropathic
disease, hyperparathyroidism, porphyria, progeria and
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secondary to lesions of vasculitis immunoallergic. It
can also appear due to repetitive work that requires
constant and repeated pressure on the fingertips.
The idiopathic forms of acro-osteolysis syndrome
mainly include the Hajdu Cheney syndrome which is
an extremely rare condition (only about 100 recorded
cases). Transmission is mainly autosomal dominant,
but many cases are sporadic, and evoke new mutations
which was the case with our patient who didn’t have
similar case in her family.

Figure1: Hands showing shortened fingers of the right hand with
brachyonychia.

Hajdu Cheney syndrom is reportedly caused by
mutations in NOTCH2, which has an important
role in the development of the skeleton and in bone
remodeling through its action on cells of the osteoblast
and osteoclast lineage, and a gain-ofNOTCH2 function
results in diverse clinical manifestations. [3]
There are no established criteria for this disease.
Clinical manifestations are: acro-osteolysis, severe
osteoporosis associated with additional ossification
anomalies, hypermobility, and a craniofacial dysmorphic
syndrome. AO is generally symmetric and bilateral, and
leads to the shorting of digits. Vertebrae are mostly
affected with vertebral collapse, which results in a
short stature. Dysmorphia involves the loss of teeth,
a dolichocephalic skull, a short neck, micrognathia,
down-slanted palpepral fissures, hypertelorism, and
downturned mouth [4].

Figure 2: X-rays of the hands showed osteolysis of the 3rd phalanges.

Figure 3: X-rays of the skull: occipital hyperostosis.

pachydermoperiostosis [2] probably secondary to
arteritis of inflammatory lesions. The acro-osteolysis,
transversally, suggests vinyl chloride poisoning
or poisoning due to certain venoms and would be
© Our Dermatol Online 4.2019

Radiographs of patients with Hajdu-Cheney syndrome
commonly show acro-osteolysis (band resorption of the
middle third distal phalanx), persistent cranial sutures,
absent or hypoplastic frontal sinuses, an elongated
sella turcica, basilar invagination or platybasia, and
biconcave vertebrae. Other clinical features may also
be present including kidney cysts and heart defects
(coarctation of aorta, patent ductus arteriosus, septal
defect), chest deformity with respiratory failure and
recurrent respiratory tract infections, ventricular
dilatation, basilar compression, syringohydromyelic
cavities, hearing loss, and abnormal deep voice. These
malformations are rarely observed. In all cases of the
literature, reported biological variables are within
normal ranges, including phosphocalcic variables [4].
Although the genetic basis of this disease has been
deciphered and NOTCH2 has been identified as a
causal gene, there is still no cure and patients are
currently treated with bone anti-resorptive agents [4]
some data suggest that bone mineral density can be
380
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remarkably improved by bisphosphonate treatment
associated with supplementation with calcium and
vitamin D [5,6].

CONCLUSION
Despite recent improvement in the knowledge of
the disease, no cure is available. Its evolution is
unpredictable; it will either stabilize or extend to the
other bones of the hands and feet: hence the interest
of long-term monitoring.
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ABSTRACT
The syndrome of hyper-immunoglobulinemia E or Job-Buckley syndrome is a rare primary immunodeficiency, due to
a dysfunction of the STAT 3 gene. It is characterized by a triad associating a high immunoglobulin E (IgE), eczema
and recurrent severe infections with staphylococcus. It’s about a patient of a 15-year-old t with a history of familial and
personal atopy, a notion of bacterial and mycological infection repetitive since the age of 6 years without any similar
case in the family. The clinical examination found a carapace of the scalp, a facial dysmorphism made of hypertelorism,
epicanthus, mandibular prognathism, dental agenesis, macrocheilia, eczema, a stunting delay, a pubertal delay with an
increase in total IgE. The patient was on oral antimycotic and topical, antibiotic, antihistamine, and vitamin C, with
favorable evolution of more than 2 years. Buckley’s syndrome is a rare entity that should not be ignored before a table
of recurrent skin infections, inflammatory dermatitis, and hyper-gammaglobulinemia E.
Key words: Hyperimmunoglobulinemia E; STAT 3 gene; Skin manifestations

INTRODUCTION
Autosomal dominant hyper-IgE syndrome (AD-HIES)
described for the first time in 1966 by Davis et al.
called «Job”. This syndrome was secondarily named by
Buckley to a hyper-immunoglobulinemia E in 1972. It
was in 1973 by Clark, then in 1974 when Hill showed
that these two syndromes initially described rest on a
defect of the chemotaxis of the neutrophils [1,2]. The
physiopathology incriminates the mutation of the STAT3
gene. This gene is involved in the immune mechanisms.
Indeed, the mutation of this gene will lead to an
intensification of the production of immunoglobulin E
by B lymphocytes, the loss of the modulation capacity of
their production by IL 10 and IFN γ [4]. This pathology
affects a female subject, but especially both sexes are
reached, without ethnic factor. The familial character
has only rarely been described [1]. This syndrome is
associated with particular clinical characteristics of
immunological and morphological order [1-3]. The
usual diagnostic criteria of SHIE include [9]: Hyper IGE
greater than 2000 IU/ml, moderate hyper eosinophilia,
eczematous dermatitis, recurrent bacterial infections,
specially staphylococcus aureus, with a cutaneous seat,

pulmonary, Ear Nose and Throat. We report Moroccan
boy in a 16-year-old has a SHIE.

CASE REPORT
Our case was a boy with 16 years old, 6th of a sibling of 7,
from a non-consanguineous marriage, well vaccinated,
good psychomotor development until the age of 7 years
without any similar case in his family, he had an atopy
eczema, rhinitis, conjunctivitis, and asthma in family, he
presented a several episodes of bacterial and mycological
infection, at 7 years of age. He was hospitalized for
management of a severe mycotic infection of the scalp.
The clinical examination found facial dysmorphism with
hypertelorism. epicanthus, mandibular prognathism
and dental agenesis (Fig. 2), a macrocheilia (Fig. 2),
a carapace of the scalp with adhering yellowish scales
(Fig. 1), a stunted delay with - 5 (Deviation Standard)
(Fig. 1), a pubertal delay P1, G2 according to TANNER
classification. Ophthalmological examination revealed
superinfected allergic conjunctivitis and the Ear, Nose
and Throat examination showed chronical otitis media.
The biological assessment revealed a hyper eosinophilia
at 2950 element/ml, a biological inflammatory syndrome,
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Figure 1: (a,b) Scalp carapasse, facial dysmorphia (c) a stunting and pubertal delay in 16 years old patient.

the bacteriological and mycological scalp sampling
were positive with staphylococcus and Trichophyton
Rubran. viral, bacterial, parasitic serologies (Hepatitis
B and C, HIV, CMV, syphilis toxoplasmosis) were
negative. A level of immunoglobins. intradermal to
tuberculin was negative, abdominal ultrasound had
found the liver is dysmorphic with hypertrophy of the
left lobe, regular contours and echo homogeneous
structure, and homogeneous splenomegaly, trans-thoracic
ultrasonography revealed left ventricular hypertrophy, and
a conserved ejection fraction. The result of the skin biopsy
is in favor of non-specific folliculitis. a biopsy of the salivary
glands made objectified chronic Sialadenitis grade 1 of
Shisolmet Masson without specificity. The diagnosis of
job-Buckley syndrom was retained on clinical, biological
and radiological criteria. The patient has benefited from
a symptomatic treatment based on antiseptic antibiotic
and antimycotic “Griseofulvin” without reponse and
then “Terbinafine” in front of the non-improvement,
then he has benefited from red and blue light for antiinflammatory effect, antihistamine and emollient creams
with good evolution. then he was treated by an antibiotic
prophylaxis injection of “Penitard 600000 IU/3 weeks”
associated with the trimethoprim-sulfamethoxazole and
vitamin C, dental extractions. then application of topical
corticosteroid subsequently after conversion of infectious
balance with a very favorable evolution without relapse in
more than 2 years (Figs. 3 - 5).

a

b

Figure 2: (a) Macrocheilia, (b) Mandibular prognathism and dental
agenesis.

Figure 3: Favorable evolution after 6 months of treatment.

DISCUSSION
Job-Buckley Syndrome or Hyper-Immunoglobulin E
Syndrome (SHIE) is a rare multi-systemic infectious
syndrome related to a primary immunological disorder. It
affects both sexes, in the first weeks of life but sometimes
at a later age as the case of our patient. This pathology
© Our Dermatol Online 4.2019

Figure 4: Favorable evolution after 2 years of treatment.
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Figure 5: Cutaneous atrophy with telangiectasia at dermoscopy.

is caused by the lack of chemotaxis of neutrophils [5]
which leads to an immunodeficiency responsible for
the generalized infectious manifestations characteristic
of this syndrome [1,6]. These are bacterial and are
found mainly in the skin as abscesses, pneumonia. The
offending bacterial species are, staphylococcus aureus in
60% of cases, hemophilus influenzae in 10% of cases and,
infrequently, streptoccoccus, pneumoniae, cryptococcus
neoformans, aspergillus fumigatus [1,2]. Chronic candida
infections, mainly related to Candida albicans [1].
This explains therecurence bacterial and mycological
infections in our patient. From a morphological point
of view, the manifestations are mostly facial asymmetry
with hemi-hypertrophy, flattening of the base of
the nose, prominent forehead [1,2,4,7], as reported
in this case. They develop early in childhood. The
manifestations are also oral with a delay of the loss
of the temporary teeth in 75% of the cases causing a
delay of eruption of the permanent teeth or an ectopic
eruption of these teeth and malocclusions [8]. Mucosal
lesions are often seen in the form of keratotic streaks
or plaques that may be similar of lichenoid lesions [1].
Other inconsistent skeletal signs are reported, such as
early cranial synostosis, osteoporosis and osteogenesis
imperfecta causing frequent fractures of long bones,
scoliosis [2]. On the dermatological level, this syndrome
is characterized by the presence of a chronic dermatosis
like an atopical dermatis preferentially evolving in the
face, ears and scalp, and this, from the first months of
life [1]. Other clinical and biological manifestations,
but more inconsistent, are observed in this pathology
such as vascular, skeletal, facial and oral abnormalities.
In early childhood, we can mention 2 differential
diagnoses:
• High-dose atopic dermatitis of IgE with recurrent
staphylococcal skin infections, for which a favorable
evolution of IgE can be observed. However, the
best criterion remains the absence of visceral
involvement in dermatitis [6].
• Chronic granulomatosis must also be mentioned, it
is frequently associated with osteomyelitis, whereas
this is not observed in Job’s syndrome [6].
© Our Dermatol Online 4.2019

The treatment of Job-Buckley syndrome is
purely symptomatic and concerns the infectious,
dermatological and ocular manifestations. It is based
on the regular and prophylactic use of antibiotics
(including trimethoprim-sulfamethoxazole) The
prescription of antibiotics, antihistamines and vitamins
allows stabilization of lesions [6,9,10] as the case of
our patient.

CONCLUSION
Job-Buckley syndrome is a rare immune disorder
responsible for recurrent infections associated with
high levels of serum IgE. There is currently no safe
treatment that has clearly demonstrated efficacy. The
prognosis depends primarily on the early management
of pathology to reduce if possible, complications,
particularly the infectious one.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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Warts, hypogammaglobulinemia, recurrent infections,
and myelokathexis (WHIM) syndrome is a rare
autosomal dominant immune deficiency. It has been
individualized since 1990, initially described in 1964
by Zuelzer-Krill [1]. Other symptoms include severe
neutropenia, condyloma acuminate, malignancies
(mainly carcinomas related to human papilloma virus
infection), and B-cell lymphopenia with impaired
antibody responses after vaccination. Patients may also
present with or develop lymphopenia, monocytopenia,
and deficiency of plasmacytoid dendritic cells in the
circulation, with impairment in both innate and
adaptive immunity. Mobilization of neutrophils can
occur during acute infection. Thus, adequate neutrophil
count should not rule out this condition, particularly if
complete blood count is tested throughout the course
of acute infections [2]. The prognosis for patients
with WHIM depends in part on early recognition of
the disorder, with aggressive medical intervention to
reduce the frequency of recurrent bacterial infections,

Figure 1: Vulgar warts diffused at the level of the 2 hands

and to detect and extirpate in the early stages any HPV
lesions that appear to be dysplastic or malignant [3].

Figure 2-3: Diffuse vulgar warts at the level of 2 feet with the presence
of a verrucous cupboard of the back of the left foot

Figure 4: Multiple vulgar warts at the neck
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We report the case of a 34-year-old patient, with no
similar case in the family, who for the last 8 years had
profuse warts on the hands, feet and neck (Figs. 1 - 4),
as well as recurrent episodes of skin bacterial infections.
Biological exploration showed the presence of severe
neutropenia and moderate hypogammaglobulinemia.
The patient was initially put under salicylic acid, then
oral retinoid and cimetidine, with average improvement
of lesions and antibiotic prophylaxis to prevent
bacterial superinfections.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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Melkersson-Rosenthal syndrome (MRS) or Cheilitis
granulomatosa is a rare granulomatous disease, which
presents as orofacial swelling, facial palsy and fissured
tongue [1]. These symptoms may occur simultaneously
or, more frequently, with an oligosymptomatic or
monosymptomatic pattern [2]. The histological
characteristics of MRS are granulomatous infltrate
constituted by epitheloid cells and multinucleate giant
cells, without caseous necrosis, associated with some
degree of lymphoedema and fibrosis [3]. Treatment
involves systemic and/or topical corticosteroid.
We present a 41-year old male patient with no familial
and personal history of angioedema, was admitted in our
department with persistant lip oedema. Dermatologic
examination found lower lip edema on his face and
fissure on his tongue (Fig. 1). The patient informed
us about his recurrent and spontaneous facial paralysis
in previous years. C1-inhibitor (C1-INH) deficiency
was eliminated. A Melkersson-Rosenthal syndrome
was confirmed by histologic findings of non caseating
granulomas on lip biopsy. Corticoids were established
with regression of symptoms.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.

Figure 1: Lip oedema and fissured tongue.
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A 27-years-old lady was admitted to the emergency
department of our institute for bilateral pruritic periorbital
swelling. She had no prior history of eczema or any allergic
reactions. Three days before her admission, she had her
brows tinted by with a black eyebrow dye containing
para-phenylenediamine (PPD). Examination revealed an
erythematous papulovesicular, partially crusted lesion on
both eyebrows (Fig. 1). A diagnosis of a contact dermatitis
was made and a course of topical desonide ointment once
a day for one week resolved the eruption.

Contact dermatitis from PPD miming angioedema has
rarely been reported in the literature [1,2]. The skin
lesions have been reported to be erythema, erythema
multiforme-like eruption, bullous contact dermatitis,
pruritic, edematous, erythematous scaly patches and
plaques or vesicular lesions [1].
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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Sir,
Molluscum contagiosum (MC) is a common viral
infection caused by DNA Poxvirus. It has no other
reservoir than humans and is transmitted directly by
skin-to-skin contact or indirectly through fomites.
It’s a widely prevalent infection commonly affecting
children, sexually active adults, and immunodeficient
individuals [1]. A large number of treatments exist for
treatment of MC which include destructive therapies
like curettage, cryotherapy, pricking with a sterile
needle, electrodesiccation, photodynamic therapy and
lasers. Other topical medications include salicylic acid,
tretinoin, potassium hydroxide, trichloroacetic acid and
imiquimod. However, no therapy is universally effective
and most of these treatment modalities are not well
tolerated by children [2-4].
In this study, we tried to evaluate the safety and
efficacy of Adapalene 0.1% gel in MC in the pediatric
age group.
It was a prospective study carried out over a period of
one year in our centre where children aged 3-18 years
with molluscum contagiosum were treated with bed
time application of adapalene 0.1% and were followed
up for three months to evaluate the efficacy and
any adverse effects. Those patients who were on any
systemic therapy in the past 8 weeks were excluded
from the study. All other topical treatments were
stopped prior to the study. The effect of treatment was
evaluated monthly for three months.
A total of 25 children aged between 3-18 years with a
mean age 7.14±1.36 years (M: F 14:11) were included
in the study and were followed up over a period of three
months. Out of 25 patients, 20 patients completed

the study. The total number of molluscum per patient
varied from 1-24 with a mean of 3.4 lesions per patient
and the mean duration of lesions was 9 weeks ±
2.36 weeks. After one month of treatment, two patients
had complete resolution of lesions, whereas after two
months, five patients had complete clearance and
four had partial response. At the end of three months
of follow up, eleven patients (55%) showed complete
clearance of lesions, three patients (15%) had partial
resolution of lesions where a few molluscum were still
present, whereas six patients (30%) had no response.
Side effects of adapalene were also observed and over
the course of study, five patients (25%) showed some
adverse effects like dryness (n=1), erythema (n=3) or
irritation (n=4).
A large variety of treatment modalities have been
used for molluscum but most of these involve
destructive modalities which are not favored in
pediatric population. The ideal agent for children
should be effective, less irritant, well tolerated
and easily available, which can be conveniently
applied. Adapalene is a retinoid with ability to alter
keratinization and affinity for retinoic acid receptor
(RARƔ). It has been found to have anti-inflammatory
action, inhibits cell proliferation, and modulates cell
differentiation. A few studies have demonstrated
the efficacy and safety of adapalene 0.1% gel in the
management of molluscum in children [5].
Kashif et al studied the efficacy and safety of
trichloroacetic acid 35% versus adapalene 0.1% in
treatment of molluscum contagiosum in children, in
which they treated 30 children each with trichloroacetic
acid and adapalene and observed the clinical response
over a period of six weeks. They observed that complete
clinical clearance was seen in observed in 25 (83.3%)

How to cite this article: Gupta M. Adapalene in management of molluscum contagiosum in pediatric population. Our Dermatol Online. 2019;10(4):391-392.
Submission: 20.05.2018;

Acceptance: 25.09.2018

DOI:10.7241/ourd.20194.22

© Our Dermatol Online 4.2019

391

www.odermatol.com

of patients treated with TCA and 20 (66.7%) patients
treated with adapalene, however, adverse effects were
more common in TCA group with 30% patients (n=9)
having adverse effects like erythema, scarring and
dyspigmentation as compared to 3.3% (n=1) patients
in adapalene group [5]. In our study, we observed a
complete clearance in 55% and adverse effects were
observed in 25% patients.

CONSENT

Treatment options like extirpation, electrodessication,
cryosurgery, TCA and KOH application are the
commonly used techniques but they can cause
irritation and pain and can lead to scarring, so
their use in children is not universally accepted.
Adapalene can be used a safer alternative to other
modalities in the treatment of MC especially in
children.

2.

This study has certain limitations. First of all, it was a
single centered trial conducted in a limited population
size and the dropout rate was quite high. Moreover,
application of adapalene was not carried out under
medical supervision as the patients were sent home
and had to apply it by themselves.

© Our Dermatol Online 4.2019
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Sir,
Rosacea is a long-term skin condition that typically affects
the face characterized by redness, pimples, swelling,
and small and superficial dilated blood vessels [1].
Often the nose, cheeks, forehead, and chin are
involved [2].
The cause of rosacea is unknow [1]. Risk factors
are believed to include a family history of the
condition [2]. Factors that may potentially worsen the
condition include excessive heat, UV rays, excessive
cold, spicy food, alcohol, menopause, psychological
stress [3].
The presence of free radicals (as superoxide and
hydroxyl) is utterly incontestable.
In 2007, Gallo and colleagues noticed that patients
with rosacea had high levels of the antimicrobial
peptide cathelicidin [4] and elevated levels of stratum
corneum tryptic enzymes (SCTEs). Cathelicidin is not
but a protein produced by neutrophil granulocytes after
the signal evoked by inflammatory cytokines. It occurs
spontaneously when the skin condition is affected by
the presence of bacteria, especially Gram +.
This means that when a patient is affected by Rosacea
the presence of bacteria is involved always.
Rosacea affects somewhere between one and ten
percent of people. Those affected are most often 30 to
50 years old and female. Caucasians are more frequently
affected. The condition was already described in The
Canterbury Tales in the 1300s [1].

It is noticeable that rose petals, depending on the
species of the roses,do contain polyphenols and
ellagitannins, apt to reduce free radicals and acting
as vasoconstrictor and for this they could be a special
remedy to cure Rosacea.
Effectively, some Researchers [5] affirmed that petals
of Rosa damascena showed a strong antiradical activity
(with DPPH•). Thus, significant antiradical properties
(IC50 1.33-0.08 mg mg-¹ DPPH•) were demonstrated
by these A.A. Moreover, notable antimicrobial activity
against eight bacterial (i.e. Staphylococcus epidermidis,
S. aureus, Bacillus subtilis, Micrococcus luteus,
Escherichia coli, Klebsiella pneumoniae, Pseudomonas
aeruginosa, Proteus mirabilis) and two yeast strains
(Candida albicans, C. parapsilosis) was referred by the
same Researchers. Total phenolic, flavonoid, phenolic
acid, tannin, carotenoid and polysaccharide content
in petals was determined using spectrophotometric
methods.
It must be stressed that a complete approach to defeat
all the problems concerning Rosacea (bacterial profile,
redness, vasodilatation, SCTEs, free radicals, presence
of mites as Demodex mites) is inconceivable and so
we made up our mind to face the two main problems:
Inflammation, vasodilatation, microbial assault
Excess of free radicals.
In order to solve this dilemma we have selected 8 types
of common roses that present different antiradical
capacities and content of gallic acid (expressed in
ellagitannins) and we have chosen different kinds of
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rose petals that showed the maximum FRAP value and
the maximum of content of ellagitannins, to combat
inflammation, vasodilatation, microbial assault and
moreover the free radicals that represent the typical
morphology of every type of Rosacea.
Ellagitannins act as anti-inflammatory agents,
abstringent, antimicrobial as well.
In Tables 1 and 2 were the antiradical abilities and
the contents of ellagitannins of the diverse roses are
plotted [4].
And so we decided to use, in order to treat severe
Rosacea, the following rose petals: Rosa gallica; Rosa
alba; Rosa Provence.
Since they present a very high antiradical capacity
and a very high percentage of gallic acid.(expressed in
elagitannins).
But we have not neglected the other roses since they
are necessary for treating other types of Rosacea, as we
will explain in Materials and methods.
We have selected three volunteers, suffering from
diverse kinds of Rosacea.
Table 1: Values of antiradical capacity of diverse species of Rose
we have employed in this study
Type of rose
Antiradical capacity measured by FRAP
Rosa gallica

1.43 μg/ml at the concentrations of 100 μg/ml

Rosa alba

1.72 μg/ml at the concentrations of 100 μg/ml

Rose provence

1.81 μg/ml at the concentrations of 100 μg/ml

Rose portland

0.99 μg/ml at the concentrations of 100 μg/ml

Rose noisette

1.02 μg/ml at the concentrations of 100 μg/ml

Rose bourbon

1.31 μg/ml at the concentrations of 100 μg/ml

Rose tea

1.40 μg/ml at the concentrations of 100 μg/ml

Rose eglantine

1.61 μg/ml at the concentrations of 100 μg/ml

Table 2: Content of ellagitannins in diverse rose petals
(% of the total polyphenols)
Type of rose
Content of ellagitannins (% on total polyphenols)
Rosa gallica

67

Rosa alba

71

Rosa provence

69

Rose portland

72

Rose noisette

69

Rose bourbon

55

Rose tea

66

Rose eglantine

72

• Mild Rosacea (that is represented chiefly by redness
especially on forehead and cheekbones)
• Less severe Rosacea (pimples and very strong
redness and couperose)
• Severe Rosacea (swelling and exaggerated
vasodilatation in all the face).
We have chosen the following roses for the mild and
less severe Rosacea, idest:
• Rose Portland, Noisette and Bourbon
• Rosa gallica, Rose Provence and Rose tea.
We have invited the three people to spread the rose
petals onto their face for one hour/day and after to rinse
with lukewarm water. The treatment lasted one week.
We stated the remission by comparing the gradation of
red of the face redness, keeping on account this scale.
Granata; Terracotta; Kermes; Cherry; Pompeian red;
Persian red; Dark pinkish.
In Table 3 the decrease of redness of the three
volunteers is plotted, day by day, for the entire week.
All the cases, spreading rose petals on their face, at the
end of the treatment show a decrease of the redness as
well, and their “facies” exhibit a dark pinkish colour,
that correspond to a real flesh-coloured appearance,
that reveals a complete status of good health and
remission of the syndrome.
Mild Rosacea is characterized by a cherry colour, that is
the lightest red and anyway this colour decreases after
the 4th day to yield to dark pinkish.
Less severe Rosacea is characterized by a red more
intense, but after the 4th day the darkness of the face
colour diminishes till Persian red, and at the end reach
the Dark pinkish colour.
Severe Rosacea is characterized by a red Granata
resembling dark brownish, and the remission is slower
than in the other cases, although a final dark pinkish
is reached after a week of treatment.
The usage of rose petals could be a very exceptional
remedy for many cases of Rosacea.

Table 3: The decrease of redness of the three volunteers is plotted, for the entire week
2nd day
3rd day
4th day
5th day
Case
1st day

6th day

7th day

a

Cherry

Cherry

Pompeian red

Pompeian red

Pompeian red

Dark pinkish

Dark pinkish

b

Terracotta

Terracotta

Kermes

Persian red

Persian red

Dark pinkish

Dark pinkish

c

Granata

Granata

Granata

Kermes

Kermes

Persian red

Dark Pinkish
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Consent

4.

The examination of the patient was conducted
according to the Declaration of Helsinki principles.
5.

REFERENCES
1.
2.
3.

Tüzün Y, Wolf R, Kutlubay Z, Karakuş O, Engin B. Rosacea and
rhinophyma. Clin Dermatol. 2014;32:35–46.
Bimbi C, Brzezinski P. Rosacea-like Tinea Faciei. Our Dermatol
Online. 2016;7:78-80.
Sener S, Kilinc F, Akbas A, Metin A, Pektas SD, Neselioglu S, et al.
Decreased arylesterase activity and increased total oxidative status

© Our Dermatol Online 4.2019

in rosacea. Our Dermatol Online. 2017;8:385-8.
Yamasaki K, Di Nardo A, Bardan A, Murakami M,
Ohtake T, Coda A, et al. Increased serine protease activity and
cathelicidin promotes skin inflammation in rosacea. Nature
Med. 2017;13:975–80.
Nowak R, Olech M, Pecio L, Oleszek W, Los R, Malm A, et al.
Cytotoxic, antioxidant, antimicrobial properties and chemical
composition of rose petals. J Sci Food Agric. 2014;94:560-7.

Copyright by Piotr Brzezinski, et al. This is an open access article
distributed under the terms of the Creative Commons Attribution License,
which permits unrestricted use, distribution, and reproduction in any
medium, provided the original author and source are credited.
Source of Support: Nil, Conﬂict of Interest: None declared.

395

Our Dermatology Online

Letter to the Editor

Childhood acute generalized exanthematous
pustulosis
Masato Ishikawa, Tatsuhiko Mori, Yuka Hanami, Toshiyuki Yamamoto
Department of Dermatology, Fukushima Medical University, Fukushima, Japan
Corresponding author: Dr. Masato Ishikawa, E-mail: ishimasa@fmu.ac.jp

Sir,
Acute generalized exanthematous pustulosis (AGEP)
is an uncommon disease which is usually caused by
systemic medication, and its incidence is reported to
be 0.35–5 per million per year [1,2]. It is especially rare
for AGEP to develop on childhood. We herein describe
a pediatric case of AGEP induced by ampicillin.
A 13-year-old boy was hospitalized to the Plastic Surgery
Department in our hospital for surgical treatment of
scar contracture after extensive burns. He was referred
to our department, complaining of high fever and skin
rash. In the perioperative period, he was administered
ampicillin, cefaclor, non-steroidal anti-inflammatory
drugs, acetaminophen, and rabeprazole sodium. Three
days after from surgery, itchy erythema appeared to
his back. As a result of having been given ampicillin
again due to fever, the skin rash spread to a whole body
rapidly. Physical examination revealed erythroderma
with a number of pinpoint pustules (Figs. 1a and b).
Symptoms such as hyperemia were not seen in the
mucous membrane, and Nikolsky sign was negative.
Laboratory data showed elevated white blood cell count
(17600/μl, with 81% neutrophils), and C-reactive protein
(6.36 mg/dl). Although a little staphylococcuses were
detected in pustule, no bacteria were detected in the
blood. A skin biopsy showed pustules in the epidermis
with spongiform pustules, and perivascular inflammatory
cell infiltration, mainly composed of lymphocytes
and eosinophils, in the upper dermis (Fig. 2). After
discontinuation of ampicillin and initiation of oral
prednisolone (25 mg/day), the erythema and fever
quickly disappeared. Patch test showed positive reaction
to 10% and 20% ampicillin and negative reaction to all
the other drugs used in the perioperative period.

a

b

Figure 1: (a) Clinical feature on the trunk showing erythroderma with
a number of pinpoint pustules. (b) Pinpoint pustules on the back of
the hand.

Figure 2: Histopathological specimen showed spongiform pustules in
the epidermis, and perivascular inflammatory cell infiltration, mainly
composed of lymphocytes and eosinophils, in the upper dermis
(hematoxylin-eosin, original magnification x100).

To date, only six English literature cases of childhood
AGEP have been reported. The age of patients were
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17 months [3], 4-year-old, 7-year-old, 11-year-old,
12-year-old [4], 13-year-old [5], and 14-year-old (our
case). It was assumed that the skin rash was caused by
amoxicillin [3], contrast agent, paracetamol, cetirizine,
ketoconazole [4], and amoxicillin-clavulanic acid [5].
One case was relieved by just ceasing the application
of the suspected drug [3], and other cases were
needed another antihistaminic drug, corticosteroid
ointment, antihistaminic drug [5], and intravenous
corticosteroid [4,5]. In our case, the patient showed
erythroderma, and we needed oral prednisolone. To
date, there are no reports of such the serious case of
childhood AGEP.
The main differentiation diagnosis is that of
generalized pustular psoriasis (GPP). It is often
difficult to distinguish both diseases by eruption and
histopathology. It is necessary to pay attention to
recurrence in long-term clinical progress to distinguish
between both diseases, as AGEP only rarely recurs,
but GPP recurs many times. In pediatric cases, the
differentiation from Kawasaki disease is also necessary,
because Kawasaki disease rarely presents with skin rash
similar to AGEP, which manifests as an erythematous
pustular eruption. Although rare, we should bear in
mind that AGEP can occur even in children.
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Sir,
In recent years, reports on bacteria that cause
palmoplantar pustulosis (PPP) [1] have been
accumulating [2,3]. Reliable means of treating PPP
have yet to be adequately established. Although the
complete removal of dental plaques and calculus
by mechanical debridement may be difficult on
occasions, periodontal therapy [3] for PPP patients
has been reported to improve the skin lesions
remarkably, suggesting the involvement of bacteria
in PPP.
A male PPP patient aged 49 was presented to the
clinic. He exhibited scaly erythemas, including
several vesiculopustules on both soles and/or palms,
but without extra-palmoplantar lesions and systemic
symptoms such as joint pain, occurring in the
past 2 years. Additionally, he had dental caries and
gingivitis and was maintained on topical vitamin D
analogues and steroid ointments for over 6 months.
However, these treatments were minimally effective.
At the exacerbated stage of his disease, antibiotics
(Roxithromycin) were also administered for 5 months
and skin lesions were alleviated, but did not heal
completely. As he had previously worked for a company
dealing with ozone gas-generating equipment and
due to the antimicrobial activity of ozone [4], I
explained the therapeutic possibility of ozone to
him. Subsequently, he offered to perform the ozone
method by himself, and had carried out the treatment
by washing the inside of the oral cavity with ozone a
couple of minutes every day at the company. Following

this oral washing with ozone for about 3 months, his
skin lesions nearly completely resolved. It is notable
that even after stopping the ozone treatment at about
6 months, there has been no recurrence of this disease
for more than 8 years.
These accumulated findings, including the author’s
experiment and related literature [2,3], may support
the fact that oral bacteria can be a potential cause of
PPP. Ozone (O3) [4] exhibits a strong sterilizing activity
which can kill bacteria, fungi, and viruses mechanically.
Recently, the ozone nano-bubble (ONB) water (NAGA
Co.,Ltd. Japan) [4], which is treated with nano-sized
ozone gas, has been made available, and reveals strong
antiseptic effects by which periodontal pathogens
are eradicated within approximately 30s of exposure.
Clinical trials in dentistry with ONB water [5] as an
adjunctive antiseptic for treating periodontitis have
begun. Therefore, ozone shows promising potential
as a treatment for PPP. I expect that the cause of this
disease could be periodontopathic bacteria and that a
reliable and safer treatment method is established that
includes ozone.
Acknowledgements
Ozone treatment in this case was performed at the
patient's own discretion.
Consent
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Sir.,
A 13-year-old child, with no pathological history, who
presents for 3 years multiple small lesions erythematosquamous dispersed all over the body, itchy, evolving
by push-remission, with worsening winter. Clinical
examination revealed multiple erythematous papules,
about 5 mm in diameter, with thick whitish scales,
at the trunk, back, the elbows and the members
(Figs. 1 - 2), with Auspitz sign (Figs. 3a and 3b). The
diagnosis of psoriasis gouttata was retained and the
child was treated with dermocorticoides and emollient
with good improvement after 2 months.
Psoriasis is a non-contagious inflammatory disease,
predominantly cutaneous, which evolves with
exacerbations towards a chronicity. Its prevalence is
1.5-2%. It starts before age 40 in 75% of patients and
has 2 peak incidence at 15-25 years and 50-60 years. The
etiology is unknown, although it appears to be related
to the immune system and environmental factors in
people with genetic susceptibility [1,2]. There are
several factors that trigger outbreaks of psoriasis, such
as physical trauma, bacterial infections (due to the
production of superantigens), viral infections, stress
and medications [2]. In the case of physical trauma,
the phenomenon was recognized by Koebner, in 1872,
observed especially in patients who develop the disease
at early ages, and has a torpid course. This phenomenon
occurs in 20% of cases, and can be seen in other
diseases, such as lichen planus, lupus erythematosus
or sarcoidosis [3]. The morphology of the lesions
is characterized by the presence of homogeneous
erythematous plaques covered with scales, Auspitz sign
(after the scratching of the lesions appear hemorrhagic
spots on the erythematous surface) and Koebner
phenomenon [2]. There are different clinical patterns
of psoriasis: in plaques (the most frequent), drops or

b

a

Figure 1: (a and b) Multiple erythematous papules, about 5 mm in
diameter, with thick whitish scales, at the trunk and back.

a

b

c

Figure 2: (a-c) Multiple erythematous papules, about 5 mm in diameter,
with thick whitish scales, at the trunk and elbows.

guttate, erythrodermic, pustular and ungueal. Psoriasis
guttata predominantly affects children and adolescents,
and there are multiple papular lesions with scales
of 0.5-1.5 cm, often after a streptococcal infection
of the upper respiratory tract, despite the correct
antibiotic treatment. Its diagnosis is mainly clinical.
The biopsy is performed when the clinical diagnosis
offers doubts. In the differential diagnosis should take
into account diseases such as pityriasis rosea, lichen
planus, secondary syphilis and seborrheic dermatitis.
Currently there is no curative treatment, this is
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analogues with corticosteroids is more effective than
any of them in monotherapy and is considered the
treatment of choice in primary care [1,2].
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
a

b

Figure 3: (a and b) Auspitz sign (after the scratching of the lesions
appear hemorrhagic spots on the erythematous surface).
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Sir,
Annular lichen planus (ALP) is a long-recognized
clinical variant of lichen planus, but is often considered
uncommon in occurrence. The typical distribution and
presentation of this variant have not been well described.
We sought to better define the sites affected and
clinical characteristics of the annular variant of lichen
planus, along with the age and race of patients affected
with this disorder.
A 34-year-old man visited our department for
evaluation of a three-month, mildly pruritic eruption
on the genital area. Clinical examination violaceous
plaques of annular morphology with central atrophyon
scrotum (Fig. 1). Application of dermoscopy revealed
white annular lines (the so-called Wickham striae)
were dermoscopically evident, along with dotted and
short linear vessels and yellow scales (Fig. 2). Since the
dermoscopic presence of Wickham striae is considered
highly specific of LP, the dermoscopic findings
prompted us to perform a biopsy for histopathologic
assessment. Histopathology, revealed hyperkeratosis,
dense hypergranulosis, vacuolar degeneration of basal
cell keratinocytes, band-like lymphocytic infiltration in
the upper dermis, as well as presence of colloid bodies,
justifying the diagnosis of LP.
Dermoscopy is a non-invasive tool that is widely
recognized and used in the diagnosis of pigmented
and non-pigmented skin tumors [1,2]. In recent years,

Figure 1: Violaceous plaques of annular morphology with central
atrophyon scrotum.

Figure 2: Annular Wickham striae.

How to cite this article: Nassiri A, Aqil N, Elloudi S, Baybay H, Mernissi FZ, Amrani O, Ahsaini M, Nabil A, Tazi MF, El Hassan Farih M. Annular lichen planus:
clinical and dermoscopic features. Our Dermatol Online. 2019;10(4):402-403.
Submission: 19.01.2019;

Acceptance: 10.04.2019

DOI:10.7241/ourd.20194.27

© Our Dermatol Online 4.2019

402

www.odermatol.com

dermoscopy has been used for other dermatologic
diseases including psoriasis, lichen planus, alopecia, and
skin infestations [1,2]. Lichen planus (LP) is an acute
or chronic inflammatory skin disorder characterized
by discrete, violaceous, polygonal papules [2,3].
Though the diagnosis of LP can be made clinically, it
can sometimes be challenging and histopathological
examination is needed. Dermoscopic examination may
be helpful in these settings to aid the diagnosis. In this
study, we aimed to categorize the dermoscopic images
of LP patients before and after treatment.
Wickham striae is commonly seen on dermoscopic
examination in CLP lesions and it corresponds to
hypergranulosis histologically [3-6]. WS disappears
after treatment, suggesting that we can use it as an
activation marker in LP lesions.
Wickham striae is classically seen as white crossing lines
on dermoscopic evaluation and defined as “reticular
pattern WS” [3,5].
In the current case, circular and radial streaming
Wickham striae patterns were detected similar to
the Tan et al. study. We believe that dermoscopic
evaluation can be useful both in the diagnosis and
follow up of LP.
ALP commonly involves the male genitalia but also
has a predilection for intertriginous areas such as the
axilla and groin folds. Eruptions typically consist of a
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few lesions localized to one or a few sites. Distal aspects
of the extremities, and less commonly the trunk, may
also be involved. ALP is a subtype of lichen planus that
may be more common than is reflected in the literature.
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The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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Sir,
Lichen planus pigmentosus is considered a rare variant
of lichen planus. It occurs in both sexes but shows a
female preponderance. It is characterized by acquired
dark brown to gray macular pigmentation located on
sun - exposed areas. The dermoscopy and histology help
to confirm the diagnosis. It is a disease which is basically
recalcitrant to treatment and therapies attempted in
this disorder are quite ineffective.
A 54-year-old dark-skinned postmenopausal woman
presented with 3 years’ history of itchy pigmented lesion
of the face and lower limbs. On examination, large
pigmented cupboards of the face and neckline (Fig. 1),
as well as, multiple well-defined dark brown plates of
varying size located on the legs (Fig. 2), were observed.
Examination of the mucous membranes, nails and scalp
was normal. The pull test was negative. Dermoscopical
examination objectified multiples rosettes, whitish
scales, and brown perifollicular hyperpigmentation
(Fig. 3). A skin biopsy was performed. The histological
examination showed an atrophic epidermis with
hypergranulosis, band-like lymphocytic infiltrate of
the upper dermis with abundant colloid bodies, and
marked pigmentary incontinence. These findings were
suggestive of lichen plan pigmentosus (Fig. 4). The
patient was treated by topical steroids, depigmenting
cream, associated to hydroxychloroquine 400 mg/day
and strict photoprotection. At follow-up visits, the
pigmented lesions became lighter after 9 months and
the decline is 12 months.
Lichen planus pigmentosus is considered a rare variant
of lichen planus [1]. It is essentially a disease of the
adult starting insidiously after the age of 30. It occurs
in both sexes but shows a female preponderance. It has
been reported to occur predominantly in people with
darker skin [2]. Pathogenesis represented by an altered

Figure 1: Large pigmented cupboards of the face and neckline.

Figure 2: Multiple dark brown plaques of the legs.

cellular immune response mediated by T lymphocytes,
in which CD8+ T lymphocytes recognize and attack
epidermal keratinocytes, causing intense pigmentary
incontinence. It is characterized by acquired dark brown
to gray macular pigmentation located on sun- exposed
areas of the face, neck, and flexures, commonly
found in dark-skinned patients [1]. The dermoscopy
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Figure 3: Dermoscopy showing rosettes, hyperkeratosis, and blue-grey
perifollicular hyperpigmentation.

due to drugs and heavy metals [4]. Moreover, it may
be associated with other disorders such as hepatitis C
virus-induced liver disease, endocrinopathies, and
autoimmune diseases as well as other variants of
lichen planus and its sequelae [5]. Histopathology
inclue perifollicular hyperkeratosis, atrophy with
hydropic or vacuolar degeneration of the basal layer
of the epidermis and scarce lymphohistiocytic or
lichenoid infiltrates along the dermis, with pigmentary
incontinence and the presence of melanophages [6].
Lichen plan pigmentosus is a disease which is basically
recalcitrant to treatment and therapies attempted in
this disorder are quite ineffective [4]. The management
includes the use of topical medications such as steroids,
immunomodulators, keratolytics, hydroquinone with or
without retinoic acid, azelaic acid, kojic acid, glycolic
acid, vitamin A, aqueous solution of 10% dimethylsulfoxide, among others, with variable results. There
are favorable recent reports of the use of Nd: YAG laser,
intense pulsed light and dermabrasion [3].
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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Figure 4: Histopathologic findings: focal interface dermatitis with
superficial dermal melanosis and pigmentary incontinence.

of lichen plan pigmentosus can reveal reduction of
the follicular openings, follicular hyperkeratosis,
keratotic plugs, perifollicular erythema, white dots,
interfollicular vessels with single loops, arborizing
vessels and pigment network. Blue-grey structures in
an annular or speckled pattern can also be found [3].
Erythema dyschromicum perstans is considered as
the principal differential diagnosis of lichen plan
pigmentosus. Other differentials are fixed drug
eruption, macular amyloidosis, urticaria-pigmentosa,
tar melanosis, frictional melanosis, berloque dermatitis,
pigmented cosmetic dermatitis (Reihl’s melanosis),
postinflammatory hyperpigmentation, and idiopathic
eruptive macular pigmentation and hyperpigmentation
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Sir.,
Phytodermatoses are skin lesions secondary to
prolonged contact with bound herbs. Many plants are
represented liable for this kind of incident [1].
We present a case of phytocontact dermatitis associated
with the use of a plant mimicking burn injury.
A 38-year-old female patient, without pathological
history, presented to the consultation with complaints
of vesiculous lesions at the lumber region (Fig. 1).
The questioning found the application 2 days ago
of a poultice for 6 hours containing the “Mentha
rotundifolia” to treat low back pain.

Figure 1: Vesiculo-erythematous lesions at the lumber region.

Dermatological examination revealed a second degree
burn. The care provided helped a favorable evolution
in few days.
Many modern drugs owe their origin to plant-based
complementary medicine, and there has been an
upsurge of interest in the potential use of medicinal
plants for the treatment of a wide range of disorders [2].
In Morocco, it is well known that many alternative
herbal remedies are used for different indications,
especially for rheumatological joint pain.
The adverse effects of plants on skin are typically
manifest via 3 main mechanisms: irritant, phototoxic,
and hypersensitivity reactions [3].
Mentha rotundifolia (Fig. 2) also called Mentha
suaveolens or apple mint belongs to Lamiaceae family
is found along rivers in plains and mountains.

Figure 2: Mentha rotundifolia.

It is a perennial plant that blooms in spring and summer
under the semi-arid cold and subhumid Mediterranean
bioclimate [4].
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Features oblong to ovate light green leave and
terminal spikes of small pink to white flowers in
summer.
Leaves have a fruity fragrance and taste.
It is gently used in herbal medicine for her virtues tonic,
antispasmodic, antipyretic, stimulating and even for
culinary purposes.
In our case, use for antalgic purposes has caused
a chemical burn of the second degree. There is
a phytodermatose described only once to our
knowledge.
Although plant poultices applied to the skin show
positive effects on many rheumatic and dermatological
diseases, they even have several adverse effects [5]. We
believe that benefiting from modern medicine is the
correct approach rather than attempting alternative
treatment methods, whose therapeutic effects have
not been proven yet by scientific studies.
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Sir,
A 21-year-old Caucasian male presented with a 2-year
history of an asymptomatic mass in the umbilicus.
The patient stated that the lesion increased in size
gradually. Therefore, the patient was complaining of
cosmetic disfigurement. However, he did not receive
any treatment previously. The past medical history and
family history were both unremarkable. The patient
denied any trauma to the umbilical region.
The physical examination of the patient revealed a skin
colored pedunculated plaque with verrucous surface in
the umbilicus measuring 1.5x1 cm in size (Fig. 1). The
lesion was removed surgically under local anesthesia
to reach a definitive diagnosis. Histopathological
evaluation of the specimen revealed multiple finger-like
projections supported by central fibrovascular cores
which were covered by a stratified squamous epithelium.
The longest diameter of the polipoid lesion was 1.5 cm.
However, the diameter of the basis of the lesion was
measured 0.4x0.3 cm. No evidence of malignancy or
koilocytic changes in the epithelium were observed. The
diagnosis of squamous papilloma was made based on
clinical and histopathological features (Fig. 2).
Squamous papilloma is a benign neoplastic proliferation
with finger like morphology which usually affects skin,
cervix, breast duct, respiratory tract and gastrointestinal
tract. Human papilloma virus (HPV) infection plays
role in the etiology of squamous papilloma [1].
It has been suggested that stem cell population of the
hair follicle which contains keratin 15 might contribute
to the development of squamous papilloma. Li et al.
investigated the role of keratin 15 + hair follicle cells
in the etiopathogenesis of cutaneous papillomas in

Figure 1: Skin colored plaque with verrucous surface in the umbilicus.

Figure 2: Histopathological view of the squamous papilloma. Multiple
finger-like projections supported by central fibrovascular cores and
covered by a stratified squamous epithelium. No koilocytic changes
were observed (H&Ex40).

the Krt1-15CrePR1;R26R transgenic mouse. Li et al.
reported that keratin 15 expressing cells contributed
to papillomas following 20 weeks of promotion, and
persistence of keratin 15 progeny in papillomas [2].
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Terada reported a 46-year-old female patient with
a squamous papilloma measuring 13 mm in size on
the scalp, arising from an epidermal cyst. Squamous
papilloma showed intracystic growth with fibrovascular
cores. The tumor had benign character, and thus no
atypia was observed. Immunohistochemical evaluation
showed no association between squamous papilloma
and HPV. Terada reported that squamous papilloma
could arise in epidermal cysts. Therefore, differential
diagnosis of squamous papilloma from trichilemmal
tumor and proliferating trichilemmal cyst should be
made [3].
Squamous papilloma of the umbilicus is a rare condition.
Vijayabhaskar et al. reported a 47-year-old female patient
with microinvasive squamous cell carcinoma of the cervix
and benign squamous papilloma in the umbilicus at the
same time [4]. Nathan reported coexistence of squamous
papilloma arising from the umbilicus and genital warts.
Nathan suggested possible role of autoinoculation from
genital region to umbilicus during bathing [5].
Verrucous carcinoma is a differentiated type of squamous
cell carcinoma which presents as a slow growing warty
papule. Differential diagnosis of squamous papilloma
from verrucous carcinoma is crucial as the verrucous
carcinoma can lead to local invasion and metastasis.
The risk of misdiagnosis increases in laryngeal lesions
and in cases when the biopsy specimen is small [6].
In addition, Kim et al. reported a 20-year-old female
patient with condyloma lata in the umbilicus, perineum
and mucous patches on the lips. Even it is rare, syphilis
should be kept in mind in the differential diagnosis of
verrucous nodules in the umbilicus [7].
In conclusion, the patient presented hereby had a lesion
diagnosed as squamous papilloma in the umbilicus
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which was an unusual localization for squamous
papilloma. Possible initiating factors such as HPV
infection, chronic irritation and rare diseases such as
verrucous carcinoma and syphilis in the differential
diagnosis of squamous papilloma are reminded through
this case report.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT:
Herpes zoster occurs after the varicella zoster virus reactivates and typically effects the elderly and those who are
immunocompromised. Stressful and negative life events have also been associated with outbreaks of herpes zoster.
However, herpes zoster that occurs in apparently healthy immunocompetent adults is relatively rare. We report a case
of a healthy 24-year old male final year medical student, with no past medical or medication history, who developed
herpes zoster two months before his final academic medical examinations.
Key words: Herpes zoster; Immunocompetent; Medical student; Stress; Academic examinations

INTRODUCTION
Herpes zoster (shingles) is a painful vesicular rash
that occurs after the varicella zoster virus reactivates
in the dorsal root ganglion of a sensory dermatome.
An individual must have had a primary infection with
varicella zoster (chickenpox) earlier in life in order
to develop herpes zoster, which is typically seen in
the elderly [1]. However, children and young adults
with medical conditions that predispose towards
immunosuppression may also develop herpes zoster [2],
since any disease state or medication that compromises
immunity has the potential to trigger latent viral
reactivation. Herpes zoster that occurs in apparently
healthy adults, with no history of chronic medical
conditions, current illnesses or immunosuppressive
medications, is rare [3]. This raises the possibility
that other factors, besides the known medical causes
of immunocompromise, may play a role in triggering
herpes zoster.
Indeed, the stress induced by negative life events,
such as bereavement, unemployment and divorce,
has been associated with sporadic outbreaks of herpes
zoster [4-6]. However, despite these associations with
negative life events, there has yet to be a reported case

of herpes zoster that is associated with the psychological
stress of upcoming academic medical examinations.

CASE REPORT
A 24 year old male, with no past medical or surgical
history, presented with a 1 week history of burning
and extremely sensitive skin on his chest and back.
Five days following the onset of his initial symptoms,
a red rash appeared on his back. The patient reported
no recent history of viral infection, flu-like symptoms
or fever and takes no regular medications. He suffered
from varicella zoster (chickenpox) at the age of 5. On
social history, the patient drinks on average one unit of
alcohol per week, has never smoked and has never used
recreational drugs. He is a final year medical student
and subjectively reports to be under a lot of stress
because he is one month away from his final university
medical examinations.
On examination, the patient outlined an area of painful
skin that matches the distribution of the left T5
dermatome. Additionally, there are several well defined
vesicles on an erythematous base in the distribution of
the left dorsal T5 dermatome (Figs. 1a and 1b).
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CONCLUSION
This may be one of the first case reports presenting a
patient with herpes zoster that is directly associated
with the stress induced by upcoming medical
examinations. This case report provides further
evidence for the interplay between psychological stress,
immunosuppression and herpes zoster.
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A clinical diagnosis of herpes zoster was made in the
urgent care centre and the patient was prescribed a
7-day course of acyclovir.

The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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Sir,
Krukenberg tumor (KT) is, by definition, any
ovarian metastatic carcinoma derived from a primary
malignancy [1]. The name of the malignancy, that
can create confusion in clinical practice, belongs to
Friedrich Ernst Krukenberg who described a new
form of ovarian cancer in 1896, which proved, to be
metastatic, 6 years later [2].
It has been evidenced lately the origin of the KT could
be, in most cases, gastric and colorectal cancers, but
also other sites have been reported, such as breast, small
intestine, lung, gallbladder and biliary ducts, urinary
tract, pancreas, uterine cervix [2,3].
KT has been considered a rare type of ovarian
malignancy, occurring in 1% -2% of patients, with a
higher incidence in China, Korea and Japan, affecting
females of all ages, but preferentially during premenopause period [1].
We report a case of 60-year-old female patient, who has
been treated, for more than 10 years, with adalimumab
for a severe plaque psoriasis and psoriatic arthritis,
with close follow-up, every 6 months and good clinical
evolution. Suddenly, in the absence of any previous
symptoms, she was hospitalized in Emergency for
abdominal and pelvic pain, bloating and anorexia.
She was transferred to Oncology Department for
investigations, computed tomography revealed
large bilateral ovarian solid masses and huge ascites,
associated with very high levels of serum CA-125.
She died within hours after admission at the hospital,

family did not accept necropsy. A diagnosis of KT was
supposed.
Particularities of present case are the following:
a menopause woman, treated with biologics for
many years for psoriasis, evaluated carefully at every
6 months, who was diagnosed with KT.
Searching medical data base there is no report of
KT diagnosed in a patient treated with biologics for
psoriasis. Could it be a coincidence or more? Long-term
cancer risks with anti-TNF therapies should be a concern
for all physicians and any case should be reported.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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Sir,
A 76-year-old woman was referred by her general physician
to our dermatology department for the management of
suspicious looking umbilical nodule of 10 years duration.
She had no abdominal pain, weight loss, or fever. The
patient did not give any history of passage of mucous,
faces, or other discharge through the umbilicus. On exam
she had a painful brownish-black, dry appearing mass of
approximately 2 centimeters in length (Fig. 1) protruding
from her umbilicus. There was no frank ulceration. The
dermoscopic examination did not show a pigmented
network or vascular patterns. It exhibited a dry crusted
appearance. (Fig. 2). The remainder of the examination
was unremarkable. Clinically, an omphalolith or umbilical
concretion was suspected. It was easily removed with
a warmed glycerin preparation. The histopathological
examination of the specimen revealed concentric
lamellae of keratin without evidence of any tumor.
Omphalolith is an uncommon entity under normal
circumstances, generally asymptomatic, very few cases
have been reported. It refers to sebum and keratin that
have accumulated into a stone-like concretion in an
umbilical cleft [1]. This calculi may remain undiagnosed
for many years until revealed by secondary complication
(infection or ulceration) [1,2]. Omphalolith generally
presents with a firm, black umbilical mass that could be
mistaken for other benign or malignant tumors of the
umbilicus (melanoma, primary umbilical malignancy,
umbilical metastasis, cholesteatoma, endometriosis…)
[3,4], pushing for unnecessary and costly consultations,
procedures and imaging studies [5]. Superficial parts of
the omphalolith can appear dark brown or black, likely
due to melanin and oxidation of lipids much like an
open comedone [4]. Omphalolith is usually associated
with bad hygiene, when the patient fails to clean a
deep umbilical cleft enough to contain a significant

Figure 1: A painful brownish-black umbilical mass.

Figure 2: The dermoscopic examination exhibited a dry crusted
appearance

concretion [3]. It can be removed by gentle manipulation
or through adequate opening of umbilical foramen under
local anesthesia to the periumbilical area.
Recognition of the diagnosis of omphalolith is
important owing to the rarity of the condition. It’s
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crucial to differentiate it from other benign and
malignant conditions of the umbilicus and to avoid
unnecessary imaging and procedures.
Consent
The examination of the patient was conducted
according to the Declaration of Helsinki principles.
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ABSTRACT
Eponyms are used almost daily in the clinical practice of dermatology. And yet, information about the person behind
the eponyms is difficult to find. Indeed, who is? What is this person’s nationality? Is this person alive or dead? How
can one find the paper in which this person first described the disease? Eponyms are used to describe not only disease,
but also clinical signs, surgical procedures, staining techniques, pharmacological formulations, and even pieces of
equipment. In this article we present the symptoms starting with (V) and other. The symptoms and their synonyms,
and those who have described this symptom or phenomenon.
Key words: Eponyms; Skin diseases; Sign; Phenomenon

V- SIGN

A slight cutaneous reaction to vaccination in a person
partially immune to small pox [3].

appointed lecturer on public health at St. Thomas’s
Hospital. In 1875 he delivered the Croonian lectures at
the Royal College of Physicians on Addison’s disease.
Greenhow wrote: 1. ‘On Diphtheria,’ 1860. 2. ‘On
Addison’s Disease,’ 1866. 3. ‘On Chronic Bronchitis,’
1869. 4. ‘Croonian Lectures on Addison’s Disease,’
1875. He also prepared the following parliamentary
reports: ‘The different Proportions of Deaths from
certain Diseases in different Districts in England and
Wales,’ 1858 [4,5].

VAGABOND’S SIGN

VAGRANT’S SIGN

1. Parasitic melanoderma; discoloration of the skin
in persons of filthy habits, caused by the irritation of
lice [4]. Also called Greenhow’s sign 2. A pigmentary
process from an itching disease like prurigo and
pityriasis stimulating morbus Addisonii, particularly
found in vagrants and tramps. Also called Vagrant’s
disease and sign.

Also called Vagabond’s sign.

EDWARD HEADLAM GREENHOW

Severe mutilating skin lesions caused by photosensitivity,
neurological disruptions, liver pathology, and strange
purple urine. These are indications of forms of
porphyria. It is now suggested that Vlad Dracul the I5,h

Confluent macular violaceous erythema on the anterior
neck and chest in patients of dermatomyositis is called
“V” sign (Fig. 1) [1,2].

VACCINOID SIGN

English physician, 1814-1888 (Fig. 2). He studied
medicine at Edinburgh and Montpelier. In 1855 he was

VALLEY FEVER SIGN
Zoonotic fungal coccidioidomycosis [6].

VAMPIRE’S SIGN
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means “Impaler Prince”. Was born in Sighisoara,
Transylvania (part of the Kingdom of Hungary at the
time).

VERDIGRIS SIGN
Free flow of saliva, bluish or greenish vomited material,
strong coppery taste. A sign of poisoning with copper
salts [8]. Also known as Salivation sign.

VERONAL SIGN
Figure 1: V- sign.

Lips and finger-tips blue, drooping of eyelids, and
usually loss of control of bladder and bowels. An
indication of barbitonum poisoning [9]. Also known
as Barbitonum sign.

VINCENT’S SIGN
A pupil which is miotic and responds to accommodation
effort, however it does not respond to light [10-12]. Also
known as Argyll Robertson’s sign or pupil.

DOUGLAS MORAY COOPER LAMB
ARGYLL ROBERTSON

Figure 2: Edward Headlam Greenhow.

century slayer prince, also known as Vlad the Impaler
suffered from hereditary porphyria. There is supporting
evidence that some sufferers craved blood due to iron
deficiency. Coupled with the fact that the disease can
he manifested with painful cutaneous photosensitivity,
allowing some victims to only come out after dark
caused them to be sadly mistaken for yampires. Also
called Dracula’s sign [7].

VLAD DRACUL
Vlad III the Impaler. Prince of Wallachia, dynasty of
Basarab. (1431–1476) (Fig. 3). It’s best known for
his resistance against the Ottoman Empire and its
expansion. His postmortem moniker of “Impaler”
originated in his killing opponents by impalement.
In Turkish, he was known as “Kazikli Voyvoda” which
© Our Dermatol Online 4.2019

Scotch ophthalmologist and surgeon, 1837-1909
(Fig. 4). After earning his degree in 1857 from
the University of St Andrews, he went to Berlin
to study under Albrecht von Graefe. Robertson
spent most of his medical career in Edinburgh as
an eye surgeon at the Edinburgh Royal Infirmary
and teacher of ophthalmology at the University
of Edinburgh. For a while he was honorary eye
physician to Queen Victoria and King Edward VII.
Robertson made several contributions in the field
of ophthalmology; in 1863 he researched the effects
on the eye made by physostigmine, an extract from
the Calabar bean (Physostigma venenosum), which
is found in tropical Africa. He correctly predicted
that physostigmine would become very important in
the treatment of eye disorders. He also described a
symptom of neurosyphilis that affects the pupils of
the eye, which is known today as Argyll Robertson
pupils [10,11].

HENRI VINCENT
French physician, 1862-1950. His name is associated
with Vincent’s Disease or Vincent s Angina. It is also
414
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widely known as Trench Mouth, due to an outbreak
in soldiers in trenches during World War One.
Borrelia vincentii used to be spread out worldwide,
but is now mainly in countries that are not very
developed [10,11].

VINCENT’S WAR SIGN
Painful, acute necrotizing ulcerative gingivitis [10-15].
Also known as ulceromembranous gingivitis, and
Trench Mouth sign or ANUG sign.

VIOLET SWEAT SIGN
Chromidrosis, perspiration with a violet color. Similar
sign: Lusitanus’s sign [13], Chojnowski’s sign [16],
Bartholinus’s sign [17].

VOLCANO SIGN
It is descriptive term for the morphologic feature of
Old World cutaneous leishmaniasis (Fig. 6) [18-20].
The lesion starts as a small nontender papule, which
enlarges in size and ulcerates in the centre. The
border of the crusted ulcer often has an erythematous
rim and is called as “Volcano sign”. Also known as
oriental boil, cutaneous leishmaniasis, Delhi boil,
old world leishmaniasis, oriental sore, tropical sore,
oriental boil, Bagdad boil, Delhi sore, Bombay boil,
deli fever, Biskra button, furunculus Orientalis, Jericho
boil, Tashkent ulcer, herpes du nil, die Orientbeule,
die Aleppobeule, orientbyld, pendsjabzweer, lupus
endemicus, leishmaniasis furunculosa, Bombaybuil,
Bassorabuil, Cochinzweer, Bagdadbuil, Asjbadkazweer,
leishmaniasis tropica, Aleppobuil, bouton du Nil, φ?μα
της Ανατολ?ς, fuma tis anatolis, (Saunders 1945, E.J.
Marzinowsky and Bogbow 1904).

Figure 3: Vlad Dracul.
Figure 5: Vincent’s War sign.

Figure 4: Douglas Moray Cooper Lamb Argyll Robertson.
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