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Dear Editors,
Generalized pustular psoriasis (GPP) is a relatively rare

and chronic autoinflammatory dermatologic condition
with marked systemic involvement.1 We present the first
European patient, treated with spesolimab after official
European Medicines Agency (EMA) approval for GPP. We
describe a 34-year-old woman who reported redness
and scaling of the lower limbs since September 2022
with subsequent spread over the trunk, upper limbs,
and scalp. Two months later, the patient was hospital-
ized with disseminated nummular erythematosquamous
plaques and pustules on the scalp, trunk, and extremities
(Figure 1a). Palms and soleswere erythematous, with lamel-
lar desquamation, the tongue was plicated (Figure 1b).
Linguageographica was previously described in associa-
tion with GPP.2,3 The standard paraclinical findings were
within reference ranges. A microbiological examination of
pustules did not reveal any pathogenic microorganisms.
The histopathological examination was consistent with
a pustular psoriasis (Figure 1c). A systemic therapy with
acitretin – a second-generation retinoid – (0.5 mg/kg BW)
was initiated. Three weeks later, the rash generalized with
erythroderma (Figure 2a, 3a), lakes of pus, and edema of
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the lower legs. At the end of November 2022, the patient
was hospitalized with fever (38.5◦C), anemia, leukocytosis
(15.0×109/l; normal range, 3.5–10.5×109), hypoproteine-
mia (58g/l; 66–87 g/l) and elevated CRP (127 mg/l; 0–
5 mg/l). Microbiological examination of pustules revealed
a methicillin-resistant coagulase negative Staphylococcus
(MR-CoNS). Acitretin therapy was then discontinued. Due
to the deteriorating general health condition, a systemic
therapy with methylprednisolone (1 mg/kg BW/day), clin-
damycin (3×600mg/day), human albumin and antipyretics
was initiated in combination with emollients and potas-
sium permanganate baths. A week later, the hypopro-
teinemia was under control, CRP decreased (50 mg/l), the
microbiological skin test became negative, and the body
temperature normalized. However, the erythroderma and
pustules persisted. On November 30, 2022, an oral ther-
apy with cyclosporin A (CyA, 300 mg/day) was started.
After two more weeks, the patient’s condition deteriorated
with fever (up to 38.9◦C), and edema of the extremities,
neck, and face. The Generalized Pustular Psoriasis Physi-
cian Global Assessment (GPPGA) reached the highest score
of 4 (5-grade numerical scale ranging from 0 [clear] to
4 [severe]).4
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Abstract 

The acral peeling skin syndrome (APSS) is a rare autosomal recessive disorder clinically 

characterized by asymptomatic desquamation of the skin limited to the hands and feet and 

histologically by cleavage at the stratum granulosum and stratum corneum level [Kiritsi et al.: 

J Invest Dermatol 2010;130:1741–1746]. We report on a 10-month-old boy with a history of 

skin peeling limited to the hands and feet since 2 months of age. Clinical examination 

revealed erythematous erosions with peripheral desquamation and flaccid blisters. DNA 

mutation analysis detected two heterozygous TGM5 mutations: c.2T>C, p.M1T in exon 1 and 

c.337G>T, p.G113C in exon 3 in keeping with the diagnosis of APSS. The clinical presentation 

of APSS alone might be confusing and strongly resemble epidermolysis bullosa simplex 

making the differential diagnosis difficult. © 2013 S. Karger AG, Basel 

Introduction 

The acral peeling skin syndrome (APSS) is a rare autosomal recessive disorder clinically 
characterized by asymptomatic desquamation of the skin limited to the hands and feet and 
histologically by cleavage at stratum granulosum and stratum corneum level [1]. As the body 
of literature is growing, it becomes apparent that the condition is determined by mutations 
in the TGM5 gene encoding transglutaminase 5 or in the CSTA gene encoding cystatin A [2]. 
Moreover, it was reported that in children, APSS manifests clinically with blisters and 
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Case report
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ABSTRACT
Purpose: Epidermolysis bullosa pruriginosa (EBP)

is a rare clinical subtype of inherited Epidermolysis
bullosa dystrophica (EBD). It is characterized by severe
itching and hypertrophic papules affecting the extensor
surfaces of the extremities.

Materials and methods: We present a 48 years old
woman complaining about intense itching and plaques on
the shins, started after mosquito bites. The patient was di-
agnosed with EBD, by electronic microscopy at the age
of 32, because of blisters and painful erosions of the skin,
appearing after trauma since birth. She has a daughter
with the same skin disease.

Results: Pathological skin changes were presented
by excoriated erythematous papules and plaques on the
lower 2/3 part of the shins. Erythemato-crustous lesions,
atrophic scars, hypopigmented macules and milia in the
elbows and knees were revealed. Severe toes nail dystro-
phy was found. The mucous membrane found no patho-
logical changes. The complete blood count and biochem-
istry were in normal ranges. The microbiological exami-
nation found Staphylococcus aureus. The genealogical
analysis revealed autosomal-dominant inheritance of the
disease. The histopathological examination revealed a
large subepidermal blister. On the basis of medical his-
tory, status and the results of histopathological and elec-
tronic microscopy examinations, the diagnosis EBP was
confirmed. Treatment with desloratadine, emollients and
topical corticosteroids was started. The patient is being
followed up.

Conclusion: We presented a rare case of EBP with
autosomal-dominant inheritance in a 48 years old woman
with the beginning of the pruritus and aggravation of
clinical manifestation of the disease after mosquito bites.

Keywords:  epidermolysis bullosa pruriginosa, au-
tosomal-dominant inheritance, mosquito bite

BACKGROUND
Epidermolysis bullosa pruriginosa (EBP) is a rare

clinical subtype of inherited Epidermolysis bullosa
dystrophica (EBD). It is characterized by severe itching
and hypertrophic papules, plaques and nodules, mainly
affecting the extensor surfaces of the extremities. [1, 2]
The disease often presents differential diagnosis difficul-
ties,  because at first sight it can be mistaken with a se-
ries of different dermatoses. In most of the cases, a lot of
time passes from the beginning of the symptoms to the
establishing of the correct diagnosis. According to Cha
et al. (2015), the period of time for diagnosis varies from
1 to 46 years, average 13.2. [3]

CASE DESCRIPTION
We present a 48 years old female patient who was

admitted for the second time in our Clinic of Dermatol-
ogy and Venereology. She has been complaining about
intense itching accompanied by the appearance of el-
evated plaques on the skin of the shins for 3 years. The
patient connects the onset of the rash with previous mul-
tiple mosquito bites. From the beginning of its appear-
ance, the itching is constant throughout the years, and the
plaques gradually confluent and grow in size. The disease
worsens during the warm summer months. The first hos-
pitalization of the patient was at the age of 32, due to a
congenital skin disease that began 9 days after birth, with
the recurrent occurrence of painful blisters and erosions
appearing especially after rubbing and trauma. The blis-
ters were localized predominantly on the skin of the el-
bows and knees, healing with atrophy. Severe deformity
of the fingernails and toenails with age developed. In con-
nection with these complaints and on the basis of an elec-
tronic microscopy examination of the lesional skin, the
diagnosis EBD subtype Cockayne-Touraine in the patient
has been made. She suffers from hypertonic heart disease
from 3 years, also. The latter was treated irregularly with
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Abstract. Epidermolysis bullosa (EB) is an inherited skin 
condition whose hallmark is skin fragility caused by minimal 
trauma or friction. The dystrophic type of EB (DEB), 
accounting for 30% of all cases, is caused by mutations in 
the gene encoding type VII collagen α1 chain (COL7A1). It 
is inherited in an autosomal‑dominant or autosomal‑recessive 
manner. The clinical manifestations tend to be variable and 
frequently overlapping. Therefore, genetic testing is of great 
significance for establishing an exact genetic diagnosis. The 
present case study reports on a female patient with a clinical 
diagnosis of DEB, who had an inconclusive phenotype with 
no family history of DEB. Genetic analysis of the patient, via 
next‑generation sequencing, revealed a compound heterozy‑
gous state for the COL7A1 gene. Segregation analysis revealed 
the parental origin of both variants‑a missense variant 
[c.6022C>T p.(Arg2008Cys)] inherited from the father and a 
novel frameshift variant [c.3474del p.(Val1160Ter)] inherited 
from the mother. The established result assigned an exact 
genetic diagnosis and type of inheritance and allowed the 
personalization of the genetic counseling for this patient with 
regard to prognosis and future reproduction.

Introduction

The term epidermolysis bullosa (EB) encompasses an inher‑
ited clinically heterogenous group of skin conditions with a 
frequency of 1 in 17,000 live births (1). At least 20 different 
genes are associated with the diagnosis of EB, which displays 
profound genetic heterogeneity, further emphasized by the 
phenomenon of one gene leading to both autosomal‑dominant 

and autosomal‑recessive pattern inheritance with different 
phenotypes (2,3). The involved genes encode struc‑
tural proteins, essential for intraepidermal adhesion, 
dermo‑epidermal anchorage and skin integrity (3,4). Thus, the 
main clinical symptom is mechanical skin fragility presenting 
as mucocutaneous blistering, erosions and ulceration caused by 
minimal trauma or friction (5). Extracutaneous manifestation 
(oral, oesophageal, tracheal, genitourinary and ocular mucous 
membranes) has also been documented. According to the most 
recent consensus reclassification from 2020, the 4 main types 
of EB based on the lesions' location are EB simplex, junctional 
EB, dystrophic EB (DEB) and Kindler's EB (4). Currently, 
the most effective diagnostic approach for EB includes 
transmission electron microscopy and immunofluorescence 
antigen mapping of affected skin, along with DNA mutational 
analysis. The genetic test is a particularly important compo‑
nent of the diagnostic process for diagnostic confirmation 
(with a subtype), as it also provides the basis for proper genetic 
counseling and allows the application of prenatal diagnosis. At 
present, next‑generation sequencing (NGS) is considered the 
preferable strategy, as it offers the ability to screen for multiple 
sequence variations and is less expensive (5).

The current study presents a case report of a female patient 
with a clinical diagnosis of dystrophic epidermolysis bullosa, 
identifying a novel variant in the type VII collagen α1 chain 
(COL7A1) gene.

Materials and methods

Patient. A 17‑year‑old female patient was referred by a derma‑
tology specialist to the Genomic Laboratory of the Center of 
Competence, Medical University Pleven (Pleven, Bulgaria), 
for genetic testing and genetic counseling in June 2022. After 
obtaining informed consent from the patient's parents, blood 
samples were derived (in EDTA plastic tubes) from the patient 
and the patient's parents.

Germline pathogenic variant detection. Following the manu‑
facturer's protocol, genomic DNA was extracted from each 
sample with the MagCore Genomic DNA Whole blood kit 
(MagCore®). Genetic testing of the patient and the patient's 
parents was performed by NGS. The TruSight One Expanded 
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Abstract
Introduction: Netherton syndrome (NS) is a rare autosomal recessive genodermatosis in the
group of congenital ichthyosis. The clinical manifestations of the syndrome vary from a very
mild clinical manifestation occurring with the picture of ichthyosis linearis circumflexa to
exfoliative erythroderma. It can be fatal in the first days of a newborn’s life due to dehydration,
hypothermia, weight loss, respiratory infections, and sepsis. A specific anomaly of the hair
trichorrexis invaginata is considered pathognomonic for the syndrome. Genetic testing of
SPINK5 gene is key to confirming the diagnosis and starting early treatment. Case
Presentation: We present a case report of NS in a 6-year-old boy who suffered from
generalized erythroderma and desquamation of the skin from birth. The patient has atopic
diathesis, recurrent skin infections, increased levels of IgE, and delayed physical development.
Two genetic variants in SPINK5 gene with clinical significance were identified. The first
detected variant is a nonsense mutation, predicted to cause loss of normal protein
function either by protein truncation or by nonsense-mediated mRNA decay. The second
variant is a likely pathogenic frameshift mutation that truncates the protein in 5 amino acids.
The child was treated with acitretin, without satisfactory effect. Conclusion: The genetic
variant we have described correlates with a severe clinical phenotype of NS. The second
genetic variant of the SPINK5 gene, inherited from the father in our case, is novel and has never
been published in the literature.

© 2024 The Author(s).

Published by S. Karger AG, Basel

Correspondence to:
Ivelina Yordanova, ivelina_yordanova @ abv.bg

D
ow

nloaded from
 http://karger.com

/cde/article-pdf/16/1/47/4172277/000536083.pdf by guest on 10 Septem
ber 2024

https://www.karger.com/cde
https://www.karger.com/cde
https://doi.org/10.1159/000536083
https://www.karger.com/cde
http://www.karger.com/Services/OpenAccessLicense


Orofacial Anomalies in Kindler Epidermolysis Bullosa
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Agnes Bloch-Zupan, PhD; Cristina Has, MD

IMPORTANCE Kindler epidermolysis bullosa is a genetic skin-blistering disease associated with
recessive inherited pathogenic variants in FERMT1, which encodes kindlin-1. Severe orofacial
manifestations of Kindler epidermolysis bullosa, including early oral squamous cell carcinoma,
have been reported.

OBJECTIVE To determine whether hypoplastic pitted amelogenesis imperfecta is a feature of
Kindler epidermolysis bullosa.

DESIGN, SETTINGS, AND PARTICIPANTS This longitudinal, 2-center cohort study was performed
from 2003 to 2023 at the Epidermolysis Bullosa Centre, University of Freiburg, Germany, and
the Special Care Dentistry Clinic, University of Chile in association with DEBRA Chile.
Participants included a convenience sampling of all patients with a diagnosis of Kindler
epidermolysis bullosa.

MAIN OUTCOMES AND MEASURES The primary outcomes were the presence of hypoplastic
pitted amelogenesis imperfecta, intraoral wounds, gingivitis and periodontal disease, gingival
hyperplasia, vestibular obliteration, cheilitis, angular cheilitis, chronic lip wounds,
microstomia, and oral squamous cell carcinoma.

RESULTS The cohort consisted of 36 patients (15 female [42%] and 21 male [58%]; mean age
at first examination, 23 years [range, 2 weeks to 70 years]) with Kindler epidermolysis
bullosa. The follow-up ranged from 1 to 24 years. The enamel structure was assessed in 11
patients, all of whom presented with enamel structure abnormalities. The severity of
hypoplastic pitted amelogenesis imperfecta varied from generalized to localized pitting.
Additional orofacial features observed include gingivitis and periodontal disease, which was
present in 90% (27 of 30 patients) of those assessed, followed by intraoral lesions (16 of 22
patients [73%]), angular cheilitis (24 of 33 patients [73%]), cheilitis (22 of 34 patients [65%]),
gingival overgrowth (17 of 26 patients [65%]), microstomia (14 of 25 patients [56%]), and
vestibular obliteration (8 of 16 patients [50%]). Other features included chronic lip ulcers (2
patients) and oral squamous cell carcinoma with lethal outcome (2 patients).

CONCLUSIONS AND RELEVANCE These findings suggest that hypoplastic pitted amelogenesis
imperfecta is a feature of Kindler epidermolysis bullosa and underscore the extent and
severity of oral manifestations in Kindler epidermolysis bullosa and the need for early and
sustained dental care.

JAMA Dermatol. doi:10.1001/jamadermatol.2024.0065
Published online March 20, 2024.
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Assessment of the risk and characterization
of non-melanoma skin cancer in Kindler
syndrome: study of a series of 91 patients
Sara Guerrero-Aspizua1,2,3,4, Claudio J. Conti1,2* , Maria Jose Escamez1,2,3,4, Daniele Castiglia5,
Giovanna Zambruno6, Leila Youssefian7, Hassan Vahidnezhad8,9, Luis Requena2, Peter Itin10, Gianluca Tadini11,
Ivelina Yordanova12, Ludovic Martin13, Jouni Uitto8, Cristina Has14 and Marcela Del Rio1,2,3,4

Abstract

Background: Kindler Syndrome (KS) is a rare genodermatosis characterized by skin fragility, skin atrophy, premature
aging and poikiloderma. It is caused by mutations in the FERMT1 gene, which encodes kindlin-1, a protein involved
in integrin signalling and the formation of focal adhesions. Several reports have shown the presence of non-
melanoma skin cancers in KS patients but a systematic study evaluating the risk of these tumors at different ages
and their potential outcome has not yet been published. We have here addressed this condition in a retrospective
study of 91 adult KS patients, characterizing frequency, metastatic potential and body distribution of squamous cell
carcinoma (SCC) in these patients. SCC developed in 13 of the 91 patients.

Results: The youngest case arose in a 29-year-old patient; however, the cumulative risk of SCC increased to 66.7%
in patients over 60 years of age. The highly aggressive nature of SCCs in KS was confirmed showing that 53.8% of
the patients bearing SCCs develop metastatic disease. Our data also showed there are no specific mutations that
correlate directly with the development of SCC; however, the mutational distribution along the gene appears to be
different in patients bearing SCC from SCC-free patients. The body distribution of the tumor appearance was also
unique and different from other bullous diseases, being concentrated in the hands and around the oral cavity,
which are areas of high inflammation in this disease.

Conclusions: This study characterizes SCCs in the largest series of KS patients reported so far, showing the high
frequency and aggressiveness of these tumors. It also describes their particular body distribution and their
relationship with mutations in the FERMT-1 gene. These data reinforce the need for close monitoring of
premalignant or malignant lesions in KS patients.

Keywords: Kindler syndrome, SCC, Skin cancer, Bullous disease, Prevalence

Background
Kindler Syndrome (KS) is a rare autosomal recessive
genodermatosis, considered a subtype of epidermolysis
bullosa (EB), characterized by skin fragility with
photosensitivity and acral blisters formation in young
patients [1]. As they age, they develop progressive skin
atrophy, premature aging, poikiloderma, palmoplantar

hyperkeratosis, and pseudosyndactyly [2]. Mucosal mani-
festations are also common and include haemorrhagic
mucositis and gingivitis, periodontal disease, premature
loss of teeth, and labial leukokeratosis [3]. Interestingly,
unlike other skin bullous diseases, KS is characterized by
sensitivity to UV and dysregulation of oxidative stress
[4], [5], [6].
KS is caused by mutations in the FERMT1, a gene that

codes for kindlin-1, a protein associated to integrin and
focal adhesions [7], [8].
Reports in the literature have documented the pres-

ence of SCCs in KS patients suggesting a predisposition
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Abstract

Children with epidermolysis bullosa (EB) experienced the highest quality of life

impact among several skin conditions and have problems which had not been

reported by parents of children with other skin diseases. The EB-specific module

of the Infants and Toddlers Dermatology Quality of Life (InToDermQoL) question-

naire was recently developed to measure the impact of disease-specific aspects in

children from birth to the age of 4 years. The aim of this study was initial valida-

tion of the InToDermQoL-EB questionnaire. Parents of 44 children with EB from

seven countries completed the InToDermQoL-EB questionnaire. Cronbach's alpha

was .86, .89 and .91 for three age-specific versions. Differences between severity

levels were all significant except for that between moderate and severe level in

the version for 3- to 4-year-old children. All items of the three versions of the

InToDermQoL-EB showed very high levels of relevance except “problems with

defecation” in children younger than 1 year and “rejection by other children” in 3-

to 4-year-old children. The three versions of the InToDermQoL-EB instrument

showed good internal consistency and discriminated well between different
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severity levels. All InToDermQoL-EB items were confirmed as being of high rele-

vance and the questionnaire may be used in practice and clinical trials.

K E YWORD S

epidermolysis bullosa, pediatric dermatology, quality of life

1 | INTRODUCTION

Use of the Infants and Toddlers Dermatology Quality of Life

(InToDermQoL), a dermatology-specific proxy health-related quality

of life (HRQoL) instrument for 0- to 4-year-old children, has shown

that children with epidermolysis bullosa (EB) experienced the highest

quality of life impact among several skin conditions.1 During focus

group discussions, disease-specific problems were revealed which had

not been reported by parents of children with other skin diseases.2 A

recent systematic review on QoL in EB showed that children with EB

suffered more than adults and concluded that future studies should

use standardized specific instruments to assess QoL in EB patients,

considering the particularities of different age groups.3 Proxy ratings

can be used to assess HRQoL in very young children.4

The EB-specific module of the InToDermQoL questionnaire was

recently developed to measure the impact of disease-specific aspects

in children from birth to the age of 4 years.5 International pilot tests

confirmed that there was no need to modify the instrument's items. In

the debriefing sessions, all three age-related versions of the

InToDermQoL-EB showed good comprehensibility, clarity and accep-

tance.6 The data resulting from HRQoL assessment may be used for

several different purposes7 but only if the evaluation instruments are

appropriately validated. The aim of this study was initial validation of

the InToDermQoL-EB questionnaire.

2 | MATERIALS AND METHODS

The InToDermQoL-EB consists of three versions, addressed to differ-

ent age groups: 11 items for children <1 year of age, 14 items for 1-

to 2-year-old children and 17 items for 3- to 4-year-old children.

Responses to the InToDermQoL EB module are on a 4-point scale,

scored from 0 to 3. The total score is calculated by summing the score

of each question. The maximum total score for children <1 year of age

is 33, for 1- to 2-year-old children is 42 and for 3- to 4-year-old chil-

dren is 51. The recall period of the InToDermQoL-EB module is

1 week.5 To evaluate the validity of the questionnaire, parents or

other adult relatives of children with EB aged from birth to 4 years

were asked to fill in the questionnaires in Spain, Bulgaria, Croatia,

Greece, Romania, Serbia and Ukraine. Median total scores and inter-

quartile range were calculated for each version overall and according

to sex and severity. Scores were compared using the nonparametric

Mann-Whitney test. Internal consistency was measured using the

Cronbach's alpha. Discriminant validity was assessed by the ability to

discriminate among different severity grades.

The European Academy of Dermatology and Venereology Task

Force on QoL and patient-oriented outcomes recommends using the

word “quimp”8 (quality of life impairment) in routine clinical work and

research9 and the word has been used in this article. The study was

approved by local ethics committees.

3 | RESULTS

Parents of 44 children (68.2% boys) with EB completed the national

language versions of the InToDermQoL-EB questionnaire (10 parents

of children younger than 1 year, 16 parents of 1- to 2-year-old chil-

dren and 18 parents of 3- to 4-year-old children). Cronbach's alpha

was .86 for the version for children younger than 1 year, .89 for the

version for 1 to 2 year olds and 0.91 for 3 to 4 year olds. Scores in

boys and girls were not significantly different, while the median scores

were significantly higher with increased disease severity. Differences

between severity levels were all significant except for that between

moderate and severe level in the version for 3- to 4-year-old children

(Table 1). All items of the three versions of the InToDermQoL-EB

showed very high levels of relevance except “problems with defeca-

tion” in children younger than 1 year (30%) and “rejection by other

children” in 3- to 4-year-old children (38.89%). Mean values for sepa-

rate InToDermQoL-EB items are presented in Figure 1.

4 | DISCUSSION

The InToDermQoL-EB showed good internal consistency and discrim-

inated well among different EB severity levels. The high frequency of

all items being scored indicated a severe negative impact of EB on dif-

ferent aspects of life and confirmed the relevance of the

InToDermQoL-EB questionnaire's items. Prevalence of rejection by

other children was relatively low in our study, but it might have been

higher in preadolescence and adolescence, associated with ongoing

psychosocial development.10

Pain is a well-known symptom in EB patients.11 In our study, from

70% to almost 90% of parents reported pain in their children with

EB. In the study by Snauwaert et al,12 itch occurred in 85% of

patients, with substantial differences across EB subtypes. Prevalence

of itch in our study was from 50% to 100% in different age groups. It

is possible that mild itch may be underestimated by parents of youn-

gest children. Bleeding had significant impact on quimp in 72.2% to

87.5% of included children with EB. Meanwhile, items on bleeding are

absent in most dermatology-specific HRQoL instruments and in an
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ABSTRACT
Introduction: The incidence of Squamous cell car-

cinoma of the skin (SCCs) increases annually, and this
process will likely be continued because of sun exposure,
outdoor activities and the aging population.

Objectives: The aim of our study is to analyse
clinicohistopathological features, recurrence, metastasis and
mortality rates of SCCs in Pleven, Lovech region, Bulgaria.

Methods: We investigated 355 patients with
histologically confirmed SCCs for the period 2016 – 2022
and carried out a detailed histopathological analysis of 100
tumors. They were divided into two groups according to
their macroscopic diameter: with low risk for recurrence
and metastases (<20mm) and high – risk (>20mm). We stud-
ied the localisation, histological subtype, tumor cell dif-
ferentiation, microscopic depth of invasion, perineural and
lymphovascular invasion, stromal lymphocyte infiltration.

Results: We revealed that 73,3% of the patients with
SCCs reported severe sunburns, and 1,13% of them under-
went immunosuppressive treatment. Head and Neck locali-
sation is the most common – 72,7%. We established a mean
histological depth of SCCs of 5,92mm, lymphovascular in-
vasion in 7% and perineural invasion in 5% of the cases.
We found that tumors with a macroscopic diameter >20mm
have a greater depth of invasion in comparison to SCCs
with a smaller diameter. We found an incidence of local
recurrence of 4,8%, lymph node metastases at 5,1%, far
metastases in internal organs at 2,25% and mortality at
1,97%.

Conclusion: Clinicohistopathological features of
SCCs with related to recurrence, metastasis and mortality
are localisation on the scalp, ears or lips, tumor size
>20mm, depth of invasion >6mm, poor tumor cell differ-
entiation, perineural and lymphovascular invasion, low or
absent stromal lymphocyte infiltration.

Keywords: squamous cell carcinoma of the skin, his-
topathology, recurrence, metastasis, mortality,

INTRODUCTION
Squamous cell carcinoma of the skin (SCCs) is a

malignant tumor which starts its development from the
epidermal keratinocytes and is the second most common
cancer in the world with continuously increasing inci-
dence rates [1]. The main examples are Australia and the
United States, with the highest incidence of SCCs. In Aus-
tralia, it rates up to 387 per 100 000 person-years, and it
is estimated that there will be over 200 000 new cases per
year by 2024 [2]. In Europe, the prevalence of the popu-
lation with skin phototype I and II, combined with fre-
quent UV exposure, may be responsible for the high inci-
dence of SCCs. Additional risk factors include a family
history of skin cancer, sun and chemical exposure, and
chronic inflammatory skin diseases [3]. Diagnosis, treat-
ment plan and patient outcome are established by detailed
histopathological analysis. The different histological pres-
entations of SCCs are related to the patient’s prognosis
and define the tumor behavior in the future [3, 4]. Most
cases are treated successfully by surgical excision with
5-year recurrence-free survival rates greater than 95% and
a disease-related death risk of approximately 2% [5]. The
high-risk clinicopathological features include primary lo-
calisation of SCCs on the scalp, ears or lips, tumor size
>20mm, depth of invasion >6mm, poorly differentiated
tumors, presence of perineural and lymphovascular inva-
sion, and immunosuppression of the patient [6].

OBJECTIVES
The aim of our study is to establish the age- and

sex-related incidence, risk factors, localisation, treatment
types, recurrence, metastasis and mortality rates of SCCs
in the Pleven, Lovech region in Bulgaria. We also aimed
to prepare a detailed histopathological report of high-risk

https://doi.org/10.5272/jimab.2023294.5139
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Introduction: Squamous cell carcinoma of the skin (SCCs) is the second most common skin cancer, 
with continuously increasing incidence. Programmed cell death ligand 1 (PD-L1), programmed cell 
death 1 receptor (PD-1), and CD8 expression in primary SCCs have not been described in many 
studies.

Objective: We investigated the association between PD-L1, PD-1, CD8, and clinicopathological prog-
nostic factors for recurrence, metastasis, and mortality of SCCs.

Patients and Methods: Immunohistochemically stained sections of 100 primary SCCs divided into 
two groups according to diameter of the tumors (<20 mm and >20 mm) were assessed. Recombinant 
rabbit anti-PD-L1 antibody [SP142] - C-terminal, rabbit monoclonal anti-PD1 antibody [NAT105], 
and FLEX Mono Mo A-Hu CD8, cl C8/144B, RTU were used.

Results: We did not establish statistically significant differences between PD-L1, PD-1, CD8 expres-
sion, and high-risk clinicopathological features – tumor size >20 mm, depth >6 mm, poor tumor cell 
differentiation, perineural/lymphovascular invasion, low/absent lymphocyte stromal reaction.

Conclusions: In primary SCCs, the expression of PD-L1, PD-1, and CD8 are not associated with 
high-risk clinicopathological factors. We suggest that these immunohistochemical markers are more 
significant in advanced cases and metastatic tissues.
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Dear editors,
We present a 34-year-old male patient suffering from

severe recessive dystrophic epidermolysis bullosa (RDEB)
and locally advanced squamous cell carcinoma of the skin
(SCC) who was successfully treated with cemiplimab. The
RDEB started at birth with recurrent blisters and painful
wounds of the skin and mucous membranes after minimal
trauma. The diagnosis of RDEB was confirmed by transmis-
sion electron microscopy. The disease had a progressive
course with chronic wounds and development of “mit-
ten” hand deformities. The patient complained of difficult
swallowing.
In August 2020 the patient presented with a painful exo-

phytic tumor on the dorsal aspect of the left wrist with
an irregular shape, infiltrated base and hyperkeratotic sur-
face. The lesion was 5 cm in width and 4 cm in length
(Figure 1). We found severe skin atrophy, multiple bullae,
erosive lesions andmilia on the face, thorax andextremities.
Erosions on the conjunctival and oral mucous membranes
were revealed. Peripheral lymph nodes were not patholog-
ically enlarged. The results of a complete blood count and
biochemistry were within the reference ranges, except for a
lowhemoglobin level. Partial excisional biopsy of the tumor
was performed. Histopathological examination confirmed
SCC (Figure 2). Endoscopic examination of the esophagus
revealed moderate stenosis in its middle third without any
tumor formations. We performed an ultrasound examina-
tion of the left axillary area which revealed an enlarged

This is an open access article under the terms of the Creative Commons Attribution-NonCommercial-NoDerivs License, which permits use and distribution in any medium,
provided the original work is properly cited, the use is non-commercial and no modifications or adaptations are made.
© 2023 The Authors. Journal der Deutschen Dermatologischen Gesellschaft published by John Wiley & Sons Ltd on behalf of Deutsche Dermatologische Gesellschaft.

F IGURE 1 “Mitten”deformities. Exophytic tumor formation on the
dorsal aspect of the left wrist with hyperkeratotic surface.

lymph node. Fine-needle aspiration cytology of the lymph
node did not find any tumor cells. X-rays of the lungs and
left arm showed no evidence of metastatic lesions.
Based on the medical history, dermatological status,

histopathological and instrumental investigations, the
patient was diagnosed with locally advanced, moderately
differentiated SCC (Grade 1–2), stage IIА (T3 N0 M0).

In October 2020 the patient initiated percutaneous
orthovolt radiotherapy and brachytherapy with high

JDDG: Journal der Deutschen Dermatologischen Gesellschaft. 2023;21:295–297. wileyonlinelibrary.com/journal/ddg 295
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ABSTRACT
Herpes gestationis, also known as pemphigoid

gestationis (PG) is an extremely rare autoimmune bullous
dermatosis of the gestation and postpartum period. The dis-
ease was originally named herpes gestationis on the basis
of the morphological herpetiform feature of the blisters. We
report a 21-year-old woman, pregnant in the third trimes-
ter, who presented with a pruritic bullous cutaneous erup-
tion of two weeks duration. The disease started with a red
plaque in the abdominal area accompanied by mild itch-
ing. Soonafter, blisters appeared and affected almost the
entire body. Physical examination revealed a primiparous
woman in good general state, pregnant in 36 weeks of ges-
tation. The skin changes affected the abdomen, back of the
trunk, upper and lower extremities, hands and feet. They
were manifested by a polymorphous eruption, consisting
of erythematous urticaria-like plaques, small tense vesicles
and multiple excoriations. Mucous membranes were not af-
fected. Routine laboratory examinations were within nor-
mal limits. Direct immunofluorescence (DIF) on
perilesional skin showed linear deposition of IgG (++) and
C3 (++) at the cutaneous basement membrane zone (BMZ).
Indirect immunofluorescence (IIF) on human esophagus
substrate revealed circulating IgG anti-BMZ antibodies at
a titer of 1:80. ELISABP180 NC16A was strongly positive.
The diagnosis of PG was confirmed and a treatment with
systemic methylprednisolone 60 mg/day was initiated, later
gradually tapered to 20 mg/day, together with topical
corticosteroids. As a result on the 10th day of the treatment
we already achieved significant improvement with reduc-
tion of erythema and itching, absence of new skin lesions.
The pregnancy ended in term with successful childbirth.
No flare of the skin disease was observed in the puerperal
period.

Key word: Pemphigoid gestationis, herpes gestatio-
nis, pregnancy, direct and indirect immunofluorescence,
methylprednisolone.

INTRODUCTION:
Herpes gestationis (HG), currently known as pemphi-

goid gestationis (PG), is a rare autoimmune blistering der-
matosis of pregnancy with an incidence ranging up to 1:50
000 pregnancies.[1] The term PG was introduced by
Holmes and Black in 1982 and is largely used in Europe
but in the USA the former name HGis still preferred.[2, 3]
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PG typically affects pregnant women in the second or third
trimester but may appear at any time during pregnancy or
even during the immediate postpartum period.

CASE REPORT:
We present a 21-year-old woman pregnant in the third

trimester. The disease started two weeks before her admis-
sion in the Department of dermatology with red plaqueson
the abdominal skin, around the umbilicus, accompanied by
itching. Soonafter, blisters appeared on this background
and quickly spread to affect almost the entire body.

The physical examination revealed a woman in good
general condition, afebrile, pregnant at the 36 weeks of ges-
tation. Cardiovascular and respiratory systems were with-
out pathological changes - blood pressure 120/70 mmHg,
heart rate 80 beats/min. The neurological status was nor-
mal. The dermatological examination found pathological
skin changes affecting the skin of the abdomen, the back,
upper and lower extremities, hands and feet. The eruption
consisted of erythematous, urticaria-like plaques with small
tense vesicles upon them and multipleexcoriations. (Fig.
1a, b) The mucous membranes and skin appendages were
not affected. Routine laboratory investigations were within
normal limits. Histological examination of a biopsy speci-
men from a fresh vesicular lesion showed edema in the der-
mis, mixed perivascular inflammatory infiltrate with a pre-
dominance of eosinophils (Fig. 2). Direct immunofluores-
cence (DIF) on perilesional skin showed linear deposition
of IgG (++) and C3 (++) at the cutaneous basement mem-
brane zone (BMZ) (Fig. 3). Indirect immunofluorescence
(IIF) on human esophagus substrate revealed circulating
IgG anti-BMZ antibodies at a titer of 1:80 (Fig. 4).
ELISABP180NC16A (ELISA kit, MBL, Nagoya, Japan) was
strongly positive - 88.2 U/ml (cut off <9 negative; ≥ 9 posi-
tive). Based on the data from the medical history, the clini-
cal features and the results from the laboratory studies,the
diagnosis PG was confirmed. Treatment with systemic meth-
ylprednisolone 60 mg/daywas initiated, later gradually ta-
pered to 20 mg/day, together with topical corticosteroids.
Significant improvement was achieved about the 10th day
of the treatment with reduction of erythema and itching and
absence of new skin lesions (Fig. 5a, b). The pregnancy
ended in term with successful childbirth. A healthy female
newborn with anthropometric parameters within the nor-
mal ranges was born. No flare of the skin disease was ob-
served in the mother in the puerperal period.

http://dx.doi.org/10.5272/jimab.2014206.552
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ABSTRACT:
IgA linear bullous dermatosis, also known as

chronic bullous dermatosis of childhood, is an autoimmune
disease which may be idiopathic or drug-induced. The dis-
ease affects children and adults. We present a 4 years old
girl with itchy polymorphic eruptions. The skin rash was
presented by bullous-erosive rosette-like lesions with red-
dish-brown crust in the center, distributed on the skin of
the face, trunk and extremities. The vesicles were filled
with serous and hemorrhagic content.  Laboratory exami-
nations were within normal values according the age.  His-
topathological examination of the lesional skin revealed
sub epidermal blister. Direct immunofluorescence of
perilesional skin demonstrated linear deposition of IgA in
the basement membrane. Systemic treatment with
Methylprednisolon and Claritromycin was applied with
satisfactory effect. The patient is under observation.

Key words:  IgA linear bullous dermatosis, direct
immunofluorescence, Indirect Immunofluorescence,
Methylprednisolon, Claritromycin.

INTRODUCTION:
IgA linear bullous dermatosis is a rare acquired

autoimmune vesiculobullous disease characterized by lin-
ear IgA deposition on dermo-epidermal basement mem-
brane observed with direct immunofluorescence. The char-
acteristic clinical lesions are vesicles and tense bullae,
which most often are grouped, giving a “cluster of jew-
els” appearance.  The disease affects children and adults.
It may be idiopathic or drug-induced.

CASE REPORT:
We present a case of 4 years old female child with

tense serous content-filled vesicles and bullae, distributed
mainly on the skin of the face around the mouth. The dis-
ease started two months ago with intense itching. With a
diagnosis Impetigo the child was treated with systemic and
topical antibiotics with slight improvement.  After the end
of the therapy the rash spread to trunk and extremities.
From medical history according the mother the rash ap-

IgA LINEAR BULLOUS DERMATOSIS IN
CHILDHOOD

Ivelina Yordanova1, Valentin Valtchev, Dimitar Gospodinov1, Snejina Vassileva2

1) Department of Dermatology and Venereology, Faculty of Medicine, Medical
University, Pleven, Bulgaria
2) Department of Dermatology and Venereology, Faculty of Medicine, Medical
University, Sofia, Bulgaria

Journal of IMAB - Annual Proceeding (Scientific Papers) 2015, vol. 21, issue 4Journal of IMAB
ISSN: 1312-773X
http://www.journal-imab-bg.org

peared immediately after a consumption of fruit yogurt.
The child suffers from frequently episodes of spastic bron-
chitis.

Physical status: a child in good general condition,
without fever, there were no pathological changes from
general status.

Dermatological status:  there were multiple bullous
lesions grouped in rosette-like pattern with reddish-brown
crusts in the center.  The eruptions involved the skin of
the face, trunk and extremities /Fig 1a, 1b, 1c/. Mucous
membranes were not affected by pathological changes.
Nikolsky sign was negative. Routine laboratory examina-
tions were within normal values. Microbiological culture
from bullous exudates and culture examination from feces,
for Candida albicans, ware negative.  Parasitological ex-
aminations for intestinal parasites and protozoa and sero-
logical tests for toxoplasmosis and echinococcosis /ELISA/
were negative also. “Tzanck” test did not reveal acan-
tholytic cells.  Histopathological examination of  the
lesional skin showed subepidermal  blister, filled  with  fi-
brin and neutrophilic inflammatory infiltrate. Direct im-
munofluorescence  (DIF) of the perilesional skin revealed
linear deposition of IgA (++) at the basement membrane
zone. Indirect immunofluorescence showed IgA-anti-
basement membrane zone antibodies (human esophagus
substrate) /Fig 2a, 2b/. A diagnosis IgA linear dermatosis
was accepted.  Systemic treatment with Claritromycin, 125
mg/5 ml suspension 2x5 ml/daily, Methylprednisolone
1mg/kg/daily i.m. and Choropyramine hydrochloride 10
mg/ml solution/daily i.m. was conducted. Topical therapy
with Methylprednisolone aceponate 0.1 % cream was ad-
ministrated.  After 10 days treatment significant improve-
ment with partial epithelization of the erosive lesions oc-
curred /Fig 3a, 3b/. The child was released from the hos-
pital in good condition, without bullous lesions.  It was
recommended to continues the treatment at home with
Claritromycin, 125 mg/5 ml suspension, 2x5 ml/ daily for
a month. One month later the patient achieved complete
remission.  A control microbiology investigation for Can-
dida albicans from feces was negative.  The child is un-
der observation.

http://dx.doi.org/10.5272/jimab.2015214.1012
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ABSTRACT:
Background:  Sarcoidosis is a chronic multisystem

granulomatous disease of unknown etiology, characterised
bytheformation of noncaseating granulomas in the involved
organs, such as the skin, lung, lymph nodes, eyes, joints,
brain, kidneys and heart. Cutaneous involvement is about
25% with different clinical presentations, including papules,
nodules, plaques, and infiltrated scars.  The lichenoid pat-
tern is one of the rarest types of cutaneous sarcoidosis.

Purpose: To present 50 –year-old woman diagnosed
with Sarcoidosis cutis lichenoides.

Material and methods: We present a 50-year-old
woman in good general condition, with skin rashes local-
ised on upper limbs. The disease started four months ago.
From physical examination, pathological cutaneous lesions
affected right and left forearms and cubital folds, presented
by papules of various sizes, pink in colour, smooth and shiny.
Complete blood count, biochemistry, urine analysis and
microbiology were in normal ranges except elevated levels
of alpha-1 globulin and gamma- globulin. X-rays examina-
tion and abdominal ultrasound were normal too. Mantoux
test was negative. Histopathological examination demon-
strated granulomas located in the papillary dermis and
composedof epithelioid and giant cells, a few lymphocytes,
without necrosis. Consultations with pulmonologist and
ophthalmologist showed no abnormalities.

Results: The diagnosis Sarcoidosis cutis lichenoides
was based on the medical history, general status, and mor-
phological characteristics of skin lesions, histopathological
examination and consultations. In the absence of organ in-
volvement, systemic therapy with Methylprednisolone and
topical treatment with Flumetasone pivalate 0.2mg/Salicylic
acid 30mg/g was started. On the 5th day of treatment, we
revealed initial resorption of papules. After discharging the
patient from the hospital, systemic therapy with Methylpred-
nisolone and topical treatment with Tacrolimus 0.1% oint-
ment was conducted. There were no new lesions 3 months
after the end of the therapy with Tacrolimus 0.1% ointment.

Conclusions: We present a rare case report of Sar-
coidosis cutis lichenoides.

Keywords: Sarcoidosis cutis lichenoides, lichenoid
pattern, tacrolimus.

INTRODUCTION:
Sarcoidosis is a rare systemic multi-organ disease with

unknown aetiology. It is characterized bygranulomas,without
caseous necrosis,in the affected tissue ofthe lung, lymph
nodes, brain, kidneys, heart, eyesand joints.  Skin involve-
ment is observed approximately 25% to 35% of cases and
can be detected at any stage of the disease, most commonly
occurring in the early stages. Because of the variety of le-
sions described in cutaneous sarcoidosis, diagnosis is a chal-
lenge. Exclusion of many other diseases is required as there
is no single diagnostic test to prove this granulomatosis
[1].We present a clinical case of cutaneous sarcoidosis in a
50-year-old woman with lichenoid skin lesions. The final
diagnosis of Sarcoidosis cutis lichenoides was based on the
clinical and histological findings.

CASE REPORT:
A 50-year-old woman was observed in the Department

of dermatology and venereology with a history of skin rash
on her upper limbs. The skin eruption started 4 months be-
fore hospitalisation and number and size of the lesions gradu-
ally increased. The patient does not report itching. She is
having pain from palpation of the rash. The patient has sec-
ond degree chronic venous insufficiency, as an underlying
disease. Physical examination does not reveal any pathologi-
cal changes.Pathological skin changes haveaffected left and
right forearms and cubital folds. They were presented by
smooth and shiny,pink coloured papular lesions with a di-
ameter of 1-3 mm (Fig. 1, 2). The size and number of the
papules increased with diagnostic process. There wåre no
pathological changes in the mucous membranes   and skin
appendages. Peripheral lymph nodes wåre not palpated.
There was no evidence of synovitis and arthritis from the
musculoskeletal system examination. Increased values   of
the following laboratory parameters were found: erythrocyte
sedimentation rate (32/70 mm), C-reactive protein (6.98 mg
/ l), Alpha 1 globulin (8%), Gamma- globulin (21%) as well
as the ratio of T-helper / T-suppressors. From total blood
count Stam-granulocytes was elevated (77.4%) and lympho-
cytes were lowered (15%). There were no pathological
findingsfrom lung and heart X-ray and abdominal ultrasound.
Mantoux test was negative. Histopathological examination
of the skin revealed atrophy of the epidermis andmultiple,
superficially and deeply located, well-demarcated, non-
caseating granulomascomposed of epitheloid histiocytes,
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     Clinical Letter  

       Erythema elevatum diutinum associated with 
severe oropharyngeal ulceration and pyoderma 
gangrenosum    

 DOI:   10.1111/ddg.13508   

            
 Dear Editors, 

 A 37-year-old Bulgarian woman presented with a three-ye-
ar-history of multiple, reddish-purple, ulcerated plaques and 
nodules, distributed symmetrically over the extensor surfaces 
of the extremities and gluteal region (Figure  1 ).  

 Upon examination of the oropharyngeal cavity, a large 
painful ulcer extending from the entire right tonsillar area 
into the soft palate was detected (Figure  1 ). The patient re-
ported diffuse arthralgia and marked reduction of her gene-
ral health with weakness and weight loss (BMI 16.0 kg/m 2 ). 

 Laboratory investigations included differential blood 
count, renal and hepatic function, ferritin, transferrin, elec-

trolytes, LDH, erythrocyte sedimentation rate (ESR), CRP, 
serological tests for viral and bacterial agents (including 
hepatitis B and C, HIV, CMV, EBV, QuantiFERON-TB 
and TPPA), dsDNA antibodies, antineutrophil cytoplasmic 
antibodies (ANCAs), anticardiolipin antibodies, lupus an-
ticoagulant, cryoglobulins, rheumatoid factor, anti-Dsg1, 
anti-Dsg3, anti-BP180 and anti-BP230 antibodies. Results 
were all within the normal range. Normal or negative tests 
also included urinalysis and HLA typing for Behçet’s disease 
(HLA-B51). The only abnormal laboratory fi nding was an 
IgA monoclonal gammopathy, type IgA lambda as detected 
by immunofi xation. The patient underwent a bone marrow 
biopsy and plasma cell dyscrasia was excluded. Further di-
agnostic investigations including gastroscopy, colonoscopy, 
computed tomography (CT) of the neck, chest and abdomen, 
echocardiography and pulmonary function tests did not re-
veal any abnormalities. 

 Skin biopsies from lesional plaques showed a perivascu-
lar and interstitial dermal infi ltrate consisting of neutrophils 
and, to a lesser extent, mononuclear cells and eosinophils 
(Figure  2 a). Signs of leukocytoclastic vasculitis with endo-
thelial swelling, deposits of eosinophilic fi brinoid material 
and leukocytoclasia were seen (Figure  2 b). Biopsies were 
repeatedly taken from the tonsillar area. These all showed 

      Figure 1  Multiple, reddish-purple or 
violaceous plaques and nodules on the 
elbows and gluteal region as well as an 
ulcer protruding from the soft palate 
and involving the entire right tonsillar 
area ((a) before and (b) two weeks after 
treatment with dapsone, 100 mg daily). 

http://crossmark.crossref.org/dialog/?doi=10.1111%2Fddg.13508&domain=pdf&date_stamp=2018-05-11
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SUMMARY:
Combination between Leucocytoclastic vasculitis

and Subacute cutaneous lupus erythematosus has been
only rarely reported in the literature. Pathological cutane-
ous lesions are presented by purpura, erythematous macules,
urticarial, nodules and necroses.We present a 58-year-old
woman with painful nodular lesions on the left thigh.The
disease started in June 2015 with photosensitivity and pso-
riasiform rashes on the back. Pathological cutaneous
changes affected lateral and dorsal surface of the left thigh.
It was presented by painful, indurated in base, ulcerative
plaques, with unclear borders and necrotic surface.  There
were no deviations from complete blood count and bio-
chemistry. Immunological investigations revealed elevated
levels of MPO(pANCA) – 1.38 U/ml, antinuclear antibod-
ies (ANA)- 134.1 U/ml, SS-A(Ro) antibodies – 233.7 U/ml
CRP- 12.7mg/l. Urine analysis revealed positive protein
results.Escherichia coli was isolated from microbiology test-
ing. Histopathological result from ulcerative lesions from
the left thigh of the patient revealed necrotizing leuko-
cytoclastic vasculitis.  The result from direct immunofluo-
rescence microscopy of lesional skin corresponded to lu-
pus erythematosus.The diagnosis lupus vasculitis was
made. Systemic therapy with chloroquine phosphate, meth-
ylprednisolone, methotrexate  was administered. Topical
treatment included proteolytic enzyme in dressings and
vacuum therapy with good effect.

Keywords: Lupus vasculitis, antinuclear antibodies
(ANA), SS-A(Ro) antibodies, vacuum therapy, chloroquine
phosphate, methylprednisolone, methotrexate.

INTRODUCTION:
Leukocytoclastic vasculitis associated with suba-

cute cutaneous lupus erythematosus (SCLE) has been de-
scribed for the first time by Sontheimer. Purpura, erythema,
urticaria, nodules and necrosis affect the skin of the trunk,
palmoplantar areas and lower limbs. The histopathologi-
cal changes are presented by leukocytoclastic vasculitis of
the small blood vessels in the deep dermis. The prognosis
of the disease is good [1].

MATERIALS AND METHODS:
We present a 58-year-old female patient with pain-

ful nodular lesions affecting the area of the left thigh. She
reported about tension of the skin and photosensitivity.
The patient suffers from arterial hypertension, hydroneph-
rosis IV grade of the left kidney and carcinoma of uterine
cervix. The patient was admitted at our department for the
first time in June 2015 with normal status of cardiovascu-
lar and pulmonary systems. Pathological cutaneous
changes affected the back of the trunk and were presented
by psoriasiform rashes. Cutaneous appendages and mucous
membranes were without pathological changes. Peripheral
lymph nodes were not pathologically enlarged. There were
no deviations from complete blood count and biochemis-
try. Elevated levels of MPO(pANCA) – 1.38 U/ml, antinu-
clear antibodies (ANA)- 134.1 U/ml (normal value up to 1
U/ml), SS-A(Ro) antibodies – 233.7 U/ml (normal value up
to 7.5 U/ml) and CRP- 12.7mg/l were found. Direct immun-
ofluorescence (DIF) from lesional skin revealed granular
band of IgG, IgM and C3 along the dermo-epidermal base-
ment membrane. This result corresponds with Lupus ery-
thematosus. Histopathological result from lesion on the
back of the patient confirmed the diagnosis Lupus erythe-
matosus. One month therapy with systemic metylpred-
nisolonei.m. in tapering doses from 60 to 20 mg and chlo-
roquine phosphate tablets 3x250 mg per day was conducted
without satisfactory effect. Because of the worsening of the
disease and appearance of ulcerative lesions on the thighs
the patient was readmitted to our Department in July 2015
(fig.1a, b). At the time of the second hospitalization the
laboratory results showed elevated levels of leucocytes
(11.9x109/L),  ASAT – 51.1 U/L, urea – 8.99 mmol/L, C-
reactive protein- 12.7mg/l and positive protein result from
urine analysis. From microbiological examination, Es-
cherichia coli was isolated. Serology tests for hepatic mark-
ers for HBsAg (0.534), anti-HCV (0.037), Ebstein Bar vi-
rus and Borrelia Burgdorferi were negative. Histopatho-
logical result revealed pathologic alterations in small-sized
dermal vessels consisting of inflammatory infiltrate of
leukocytes, red blood cells and fibrin extravasation, neu-
trophilic inflammation of the vessel wall, with fibrinoid

https://doi.org/10.5272/jimab.2019251.2443
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ABSTRACT
Contact dermatitis is an acute or chronic inflamma-

tory reaction in response to substances coming into contact
with the skin. Differentiating between irritant contact der-
matitis and allergic contact dermatitis in practice, as well as
finding the exact causative agent from the environment, of-
ten pose a challenge to the clinician. We present a case of
contact dermatitis in a 9-year-old child caused by modeling
clay (plasticine) and slime. The treatment with local
corticosteroids and emollients and the discontinuation of
contact with the identified insulting agents lead to a
goodherapeutic result.

Keywords: irritant contact dermatitis, allergic contact
dermatitis, modeling clay, slime,

INTRODUCTION
Contact dermatitis (CD) is defined as an inflamma-

tory reaction in response to substances that come in contact
with the skin. Irritant contact dermatitis (ICD) is caused by
an external agent acting as a chemical or physical substance,
causing a non-allergic inflammatory response. In allergic
contact dermatitis (ACD), the external agent acts as a hap-
ten, binds to the epidermal proteins and becomes an aller-
gen, thus leading to a classic, delayed T-cell mediated hy-
persensitivity response. Clinical findings of acute CD in-
clude erythema, edema, and vesiculation, and of chronic CD
– xerosis, lichenification, hyperkeratosis, and rhagades ac-
companied by severe itching [1].

CLINICAL CASE
A 9-year-old girl was referred to the dermatological

clinic with an itchy rash and swelling in the area of   both
palms, as well as changes in the nails, with a 4-month pre-
scription. Complaints appeared after a contact with plasticine
and slime, which the child made alone by mixing colored
dust with a special solution. A child’s favorite game was to
create artificial nails from plasticine, which she used to put
on her fingernails. The changes on the skin of the palms and
nails persisted despite treatment with topical corticosteroids
and antibiotics. The child is burdened by the paternal line
for atopy. There are no data on concomitant diseases. The
physical examination revealed erythema and edema on the

palms and fingers and pulpitis with single fissures on the
fingertips. (fig. 1) Fingernails were onychodystrophic, with
lack of eponychium and longitudinal striation. (fig. 2)

Fig. 1. Erythema and edema of the palm, pulpitis of
the volar fingertips

Fig. 2. Nails with striation and lack of eponychium

https://doi.org/10.5272/jimab.2020262.3174











PEAKZ KAI4 H VIV.HVI CAYqAI,I

frEMol4fycil AI{ETA

{ecuc,rana {. Ilneranona*, llne.runa A. fropaaHoBa*, Ilen.ro T. Touqen**, Mar A.n. A.rrerccue-
na*, K,tuueHTrrua ,{. IocnoguHoBa*, Pagxo H. Paaen ****, CHextrana Il Bacu,rena***, .{uull-
rup K. I-ocnonnHoe*
*Ramedpa flepuamorozutt, seHeponozun u a]tepzoJtozun, M@, MV, Ilteeeru
**Kamedpa Cecmpurucrcu xupypzultHu zpu)tcLt, @3f, MS/, Ilneeeru
x**Kamedpa,[epuamotozufl u Beuepoitozua, M@, My, CoSua
****Kamedpa Auecmesuolozuu u peaHuilamonozun, M@, My, Ilneeeu
des i _tzy e t anov a@abv. b g

PEMPHIGUS AND DIET

Desislava D. Tsvetanova*, Ivelina A. Yordanova*, Pencho T. Tonchev**, Maya Al. Alexieva*,
Klimentina D. Gospodinova*, Radko N. Radev****, Snejina G. Vassileva***, Dimitar K. Gos-
podinov*
* Department of Dermatology, venereolog,t and allergology, MF, Medical University, Pleyen
** Department of Surgical Nursing, Faculty of Health Care, Medical (Jniversity, Pleven
*** Department of Dermatology and Yenereology, ME Medical University, Sofia
**** Department of Anaesthesiology, resuscitqtion and care, MF, Medical (lniversity, Pleven
d e s i _t zy e t an ov a@abv. b g

PE3IOME

llpe4crarxne 50-ro4zruHa xeHa c paHrrqKrl rro
BbrperxHara noBbpxHocr ua 6y:ure ot 2 rogttuv,
leKyBaHa or croMaroJro3rr rr xoMeorara 6e: no4o-
5peuue. 3a6o:r.flsaHero nporr.rqa npotpecrzparqo c
5ylo:uo-epo3ktBHu re3vkt r{ 3acfltaHe Ha toJreMrr
t-rJroulu oT KoxaTa Ha IIr{IIeTo, Topca I4 tbHKIITe.
3r n.sxo,rro roArrHrr He KoHCyMr4pa Meco H Kapro-

fu, xpauz ce ocHoBHo cpu6a,6poxoru u acnep-
Kr4, rrJro.{oBe. llarolorlrrrHilTe KoxHrr rrpoMeHu
lHraxl4paT JII4I{eTO, TOpCa, B6HIIHIITe teHIIT AIILIIL

t xpaiauulqure. flpe4craB.rr ce or nra6aez, 3ua-
lr4Terrur4 rro pa3Meprl 6yttu, uzrrc'lHeHu c 6r.rcrpo
lbAT,pxuMo, o6urupuz r.r JrecHo KbpBrxILt epo-
]I{v, noKpr.rru c 6e:resnvKaBr luarrerru. Bugvtwtu
TI4faBVr\rI JIeCHO KbpB.rItqU epO3I'rBHI4 JIe3IIII B

r6lacrra Ha ycrHa v 6yrcatua nutaBrrrla. Kocuz
III4ilCA Ha KOCMTTTe rr0 ropeH r.{ AOneH KJrefraq Ha

I.f,cHoro oro. Or [apaKJrnHrrKara ce ycraHoBuxa
]HeMI4r, rporr6oqzrorreHrzfl n xlrnoa:r6yMrrHe-
rrzx. flupemHa uir,ryuo$noypecqeHrlux (ll4o^)
ra repune3r4oHaJrHa Koxa AoKa3a [. Pemphigus

'ulgaris. llopa4u BJrorrraBaHe crofinocrure ua
(eMaroJrorulrHrrre rroKa3are:ur u 6t psoro rrp orpe-
rlrpaHe Ha epo3rrBHr4Te Jre3urr, [arlrreHTKara 6eue
rpr4era s KnzHuxa ro aHecre3rroJrotrrfl 14 peaHkr-
\mt\zlfl . Ilpore4e c e neqeHr4e c Cyclopho sphamide
ruls i.v. 1000 ur. z Dexamethason 32 ur./4u.,
)r{ creMHa atru6uoruqvy t4HT eH3rtBHr{ pe aHr4Ma-

IrroHHr4 Meponpu.fiTrlfl, napeHTepanHo xpaHeHe r{

creprrnHrr npeBpb3Kx. Cra6utruzupaHero Ha xe-
MaroJrorurlH ute u 6noxIrMIrqHI{ roKa3areJl}I IIo3-
Bo.[u npeBe)K.qaHe Ha [aqr{eHTKara B Or4e:reuze
IIO IIJTaCTT{qHa r4 peKoHcTpyKTrrBHa xrrpyprr4f .

llpz tt:nucBaHero 5erue uocurrHara iracrr.rqHa
enlrreJrv3aqrfl. Ha epo3r{BHrrre re3r4t4. HazHavra
ce clrcreMHa repar.krfl, c Cyclophosphamide ra6:r.
100 mg./4n. u Dexamethason ra6l. 2,5 mg./4o.
Ilo.f,eara Ha HoBrr 6ytn u epo3r{rr no ropca Meceu
Iro-KbcHo HaJroxr4 HoBa xocrrr4Tanv3al].vfl. e Kox-
Ha KrTrrHrrxa fllesen, KT,Iero ce [poBeAe rrHTpa-
BeHo3Ha rryncoBa'reparl4fl, c Cyclophosphamide

$rax. 1000 mg. z Dexamethason amn.4 mg. Kmr
Hacro.flruuq MoMeHT 6olnara nprreMa rro.4Abpxa-
rla crrcreMH a r ep arrr4fl, c Cyclopho sphami de ra6:r.
uo 50 mg/4r. 14 c Dexamethason ra6;r. no 2 mg.l
4u. Pesy:maurre or MynrhlerexTopHa KoMnlor:bp-
Ha roMorpaSux 4orca:axa, qe Jrr{rrcBar 4:a:aHla 3a
o6elreu r4 Brb3rraJrrrreJreH npoqec s o6racrra Ha
rp:bAHLI.fl rour, a64otreHa 14 MaJrxrrq ra3.

K,rrcqoefl AyMH: Pemphigus vulgaris, [-fiera,
Cyclophosphamide

SUMMARY

We present a 50-year-old female patient suf-
fering from erosions on the cheek's mucousa for
abot:f.2 years. She has been treated by dentists and
homeopaths without improvement. The disease is
progressing with bullous-erosive lesions. There are
affected large areas of the skin on the face, trunk
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PE3IOME

llpe4craexrre 64-ro4uurHa xeHa c olJraKBa-
Hr,r.rl oT cT,Jr3eHe 11 3aqepBrBaHe nT,pBo Ha I.fc}fo, a
BIIOCJIeACTBLI9 14 Ha JLTIBO OKO C IaBHOCT OT Meceq
AeKeMBpr4 2015 ro4uHa. flocreneHHo Hacrr,rrBa

$oroQo6zr, HaMaJreHue Ha 3peHnero, Karo rrpe3
Meceq $erpyapa 2016 tauueHrKara Br4xAa caMo
crtnyeru. Or colraruqHr4{T craryc He ce ycraHo-
B}IXA TIATOJIOIT{IIHII OTKIOHEHI4q IIO OTHOIIICHI4C HA

.4rrxaTenHaTa rr cbpAeqHo-c:bloBaTa rr HepBHaTa
cI4 cr eMrz. fI aro;ro rlrqsuTe rlp oMeH Lr aHt a]Kup axa
MyKo3HVTe trem6panu Ha.4Bere o!rr{ r4 ce [pelcra-
B-f,xa or 3aqepB-sBaHe u Sz6po:a Ha KoHroHKTrtBhre

4o Sopulrpane na symblepharon. Pyruuunre :ra-
6 op aropnz r43 cneABaHrrx (nr,rua KpbBHa Kaprr4Ha,
6uoxuutux u ypuua) He ycraHoBr4xa rraroJrorulrHrr
orKroHeHu-fl . .{up exurara unyuo Q:roype cqeHrlrr.fl

GI{O) or JrrrraBrrrla (xourouxrzea) 4ora:a: JrrrHe-
apHo ornaraue na IgG (+) r4 C3 (++) ro xola Ha
6agalnara uev6paua. Ha6asata Ha aHaMHecrvq-
Hr4Te AaHHrr, KJrrrHrrlrHara KapTr4Ha t{ pe3ynTaTr4Te

or napaKnr4HzqHr{Te z3cneABaHus 6eme [ocraBe-
Ha ArrarHo3ara I]ar<arprr3r4pau 6yno:en nenrSu-
roz4. flporeAe ce cne.4Horo JrelreHrre: Cucretrno
c Methylpednisolone B roHzxaBarqz 4o:z or B0
mg. i.m./4ueBHo Ao 28 mg. i.m./4nenno Ir JroKaJrHa

repanr4.fl c Dexpanthenol@ 5% collyr, Tobramycin/
Dexamethasonecollyr 3 mg/ I mglml, Ciprofl oxacin
0.3oh collyr, Gentamycin ung. 6eure rr3BbprrreHa
onepauufl Ha AflcHo oKo, BKJrroqBailIa TpaHClJraH-
Tar\us. or ycrHa Myrco3a :a Symblepharon, xaxro
fl orreparlur4 sa entropion rz trichiasis Ha ropeH rur

AoneH AeceH KJrerrarr. Pe:ylaramr Ha [recrv_fl
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Meceu or JrelreHrrero 6eme cso6o4no noABr4xHa
o.rHa.fl6rma lr no4o6pen visus oculi. flauzeHrKa-
Ta BVXAa npeAMeTrr Ha pa3cTo.rrHr4e oT ABa rrpbcTa
rpe.q oKoro. llpe4croxr olue onepaquu Ha A-scHo
I4 IqBO OKO.

K,rroqos u AyMr.r : I]urarpz:zparq netr$zroz4,
symblepharon, entropion, trichiasis

SUMMARY

We are presenting a 64-years-old female patient
with complaints of lacrimation and redness, flrst
on the right eye, followed by the left eye, start-
ing from December 2015. Photophobia and reduc-
tion in vision developed gradually and in February
2016, the patient could see only silhouettes. Re-
garding the somatic status of the patient, nothing
abnormal was detected in respiratory cardiovas-
cular and nervous systems. Pathological changes
involved the mucous membranes of both eyes,
and were manifested by redness and conjunctival
fibrosis leading to symblepharon formation. Rou-
tine laboratory tests (complete blood count, clini-
cal chemistry and urine analysis) did not showed
any abnormalities. Direct immunofluorescence
test (DIF) of mucous membrane demonstrated:
linear deposition of IgG (+) and C3 (++) along the
basal membrane. Based on the medical history, the
clinical presentation and the results ofthe labora-
tory tests, cicatricialbullous pemphigoid was diag-
nosed. The following treatment was administered:
Systemic treatment with Methylprednisolone at
tapering doses of 80 mg/day i. m. to 28 mglday
i.m. and topical treatment with Dexpanthenol@
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[uaanoca, aeqeHue u npoenosa npu HoBopogeHu
c Epidermolysis bullosa simplex u Epidermolysis
bullosa junctionalis letalis
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Peslopre

flpegcmaBxrvle gBa c^yqa-fl na Bpogena 6y,rosua
enugepMo^usa - Epidermolysis bullosa simplex u
Epidermolysis bullosa junctionalis Herlitz (letalis),
guaaHocmuu,upaHu u ua6rrlogaBanu B Krruuukama
no koiclu u Benepuuecku sa6o^qBanuq 6 flrreBen.
OcHoBnuqm akqenm e nocmaBen Brpxy crBpe-
MeHHume BrsN{or{Hocmu 3a paHHa guaznocmuka
na sa6ol-flBaHemo rrpes uHgupekmua urvryuo<frty-
opecqeHqrrr (Antigen mapping), kakmo u Brpxy
ycrroi<uenurma u npouHosama My no ofllHorueHue
d<u8oma Ha naqueHmume. Pasarreganu ca ocnoBnu-
me zpuJru, koumo mpx69a ga ce nolazam sa ko-
>kama, AeqeHuemo u xpaHeHemo ua uo8opogeHu c
Bpo g ena 6y,rosna enug epMolusa.

K,rlo.ro8u gyMu: Epidermolysis bullosa sim-
plex, Epidermolysis bullosa junctionalis Herlitz (le-
tal is), Ant igen mapping

Abstract
Two cases of hereditary epidermolysis bullosa,

Epidermolysis bullosa simplex and Epidermolysis
bullosa junctionalis Herlitz (letalis), diagnosed and
monitored at Clinic of Dermatology and Venere-
ology - Pleven are presented. The main emphasis
is put on the modern possibilities for early diagno-
sis of the disease by indirect immunofluorescence
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(Antigen mapping), complications and prognosis
regarding the live of patients. The basic skin care,
treatment and nutrition of newborns with congenital
epidermolysis bullosa are discussed.

Keywords: Epidermolysis bullosa simplex, Epi-
dermolysis bullo sa j unctionalis Herlitz (letalis), An-
tigen mapping

BrBegenue
Epidermolysis bullosa heridaria (EBH) o5e-

guux8a xemepozeHlra epyna om Bpogenu kokHu
sa5ol-flBauu-fl, koumo ce npo-a8-aBam c Mexypu no
ko>kama u,ruaaBuqume, oSpasy8aulu ce cleg mpa8-
Ma u mpuene. B nezoBomo Hacmoqlqo BHaqeHue
norurmuemo Epidermolysis bullosa (EB) e m8rpge
HemorrHo, fnrri kamo sazamBa, rre Mexypume ce gb^-
rkam na,,Au3uc" - pzrnagaHe Ha enugepMuca, koemo
B geflcm8ume^Eocm ce omHacq caMo go egHa om
arraBnume Qopnau na sa6o^-flBaHemo - Epidermolysis
bullosa simplex. Brnpeku mo8a uaunenoBauuemo
e urupoko usnor\sBauo om gepMamolo3u, zeHemu-
tlu u gpyeu cnequalucmu, koemo e npurruHa mo ga
ce sana3u u go gHec. Bts ocno8a na y,rmpacmpyk-
mypHomo nu8o na Mexypume 6 geprvro-enugep-
Ma Hama zpaHuqna soua, EBH ce pasgelfl Ha mpu
zr.a8uu muna - Epidermolysis bullosa simplex,
Epidermolysis bullosa junctionalis, Epidermolysis
bullosa dystrophica. CrqecmByBam vrnoi<ecmBo
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Консенсусът е приет на заседание на Упра-
вителния съвет на Българското дерматологично 
дружество на 18 Март 2017 г. съвместно с воде-
щи български специалисти в областта на дерма-
тологията и онкодерматологията, педиатрията, 
хирургията и морфологичната диагностика на 
кожата.

Определение и патогенеза на Еpidermo-ly-
sis bullosa hereditaria

Терминът Epidermolysis bullosa heriditaria 
(EBH) характеризира една клинично, генетично 
и биологично хетерогенна група от наследстве-
ни заболявания, които се проявяват с мехури по 
кожата и лигавиците, възникващи спонтанно 
или по-често в резултат на травма [1]. EBH чес-
то се описва като “механо-булозно” заболяване, 
т.е. травмата и триенето върху кожата предиз-
викват образуване на мехури. Тежестта на забо-
ляването варира от съвсем лека клинична изява 
при локализираните форми, с поява на единич-
ни булозно-ерозивни лезии по кожата и незна-
чителен ефект върху качеството на живот на па-
циентите до тежко генерализирано засягане, а в 
някои от случаите - до леталитет в ранна детска 
възраст [2, 3]. Продължителният хронично-ре-
цидивиращ и прогресиращ ход на болестта, как-
то и лигавичното засягане при тежките генера-
лизирани форми, могат да доведат до системни 
усложнения – недохранване, тежко изоставане 
във физическото развитие, анемия, хронично 
възпаление и болка, ставни контрактури, раз-
витие на Carcinoma spinocellulare на местата на 
трудно заздравяващите рани [4]. Някои специ-
фични форми ЕВН са асоциирани с други кожни 
признаци - нокътно засягане, алопеция, хипер-
пигментации, палмо-плантарна кератодермия 
или извънкожно засягане -мускулна дистрофия, 
пилорна атрезия [5-8]. По настоящем са устано-
вени генетичните мутации и таргетни протеини 
в дермо-епидермалната гранична зона, които 
корелират с установените клинични типове и 
субтипове на заболяването [3, 7, 8]. Досега не е 
известно каузално лечение за EBH. Лечението е 
симптоматично, нужни са мултидисциплинарен 
медицински подход и оказване на психологиче-
ска подкрепа на болните и техните близки. 

Разпространение на ЕВН
Реалното разпространение на заболяването в 

различните страни не е точно установено. Из-
вестно е, че то засяга всички раси и континен-
ти. Честотата и заболеваемостта от различните 
форми ЕВН варира в различните страни. Проуч-
вания върху епидемиологията на ЕВН са извър-
шени в Норвегия, Северна Ирландия, Финлан-
дия, Шотландия, Хърватска, Япония, Саудитска 
Арабия, Южна Африка, Либия, САЩ [9-15]. 
Най-детайлни са проучванията в Норвегия, Се-
верна Ирландия, Шотландия и Финландия, вся-

ка от които е с население по-малко от 5 милиона 
[16-18]. Изчислената към 2001 г. болестност за 
ЕВН в България спрямо общата численост на 
българската популация показва че EВН се проя-
вява в 8,6 случая/1 млн. население [19].

Исторически преглед на консенсусите за 
диагностика и класификацияна ЕВН

Първоначалните опити да се класифицират 
пациентите с ЕВН са правени въз основа на лич-
ната и фамилната им история, наличието или 
липсата на специфични клинични кожни при-
знаци и извънкожно засягане. Едва по-късно за-
почва използването на по-сложни лабораторни 
тестове за диагностика. Напредъкът на молеку-
лярната биология и генетика води до откриване 
на нови таргетни гени, корелиращи с нови кли-
нични субтипове на заболяването [20-23]. Това 
налага периодична ревизия на консенсусите за 
класификация на ЕВН субтиповете, базирана на 
новите данни – молекулярни и клинични. Чети-
ри интернационални консенсусни срещи на во-
дещи специалисти в областта на ЕВН от Европа 
и САЩ относно диагностиката и класификация-
та на заболяването са проведени и публикувани 
в периодичната литература. Първият интерна-
ционален Консенсус за диагностика и класифи-
кация на ЕВН е обсъден и приет в рамките на 
годишния конгрес на американската „Академия 
по дерматология” през 1989 г. [24]. Десет годи-
ни по-късно е обсъден и приет Вторият интер-
национален Консенсус за диагностика и класи-
фикация на заболяването, отново в рамките на 
годишния конгрес на „Американската академия 
по дерматология” през 1999 г. [25]. Третият ин-
тернационален Консенсус е приет на среща на 
ЕВН експертите във Виена, Австрия през 2007 г. 
в рамките на годишния конгрес на Европейската 
академия по дерматология и венерология [26]. 
Последният IV-ти консенсус за диагностика и 
класификация на ЕВН е приет в Лондон през 
2013 г. [27]. Твърде много информация е събра-
на относно етиологията и патогенезата на ЕВН 
от времето на първото описание на заболяване-
то. Направени са редица епидемиологични про-
учвания на голям брой клинично добре характе-
ризирани пациенти с ЕВН [29]. Все по-бързо се 
развиват клетъчната и молекулярната биология 
и имунологията. За периода от 2007г. до 2013 
г. са описани няколко нови фенотипа на ЕВН и 
са идентифицирани съответните им мутирали 
гени. През м. юни 2013 г. водещите експерти в 
областта на ЕВН решават да ревизират събра-
ните до този момент данни за заболяването и да 
формулират отново критериите, чрез които па-
циентите с ЕВН могат да бъдат класифицирани 
с акцентиране върху молекулярната природа на 
всеки отделен тип ЕВН. Въведен е нов подход в 
класификацията на ЕВН, т.нар. “onion skinning“, 
според който разпределението на пациентите с 
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Настоящият обзор засяга практически 
препоръки за лечение и грижи за кожата при 
пациенти с Вродена булозна епидермолиза 
(Epidermolysis bullosa hereditaria) и се явя-
ва като продължение на приетия през 2017 г. 
Консенсус за диагностика и класификация на 
Вродена булозна епидермолиза (Epidermolysis 
bullosa hereditaria) на Българското Дерматоло-
гично Дружество. Долупосочените консенсус-
ни препоръки са взаимствани от дългогодиш-
ния опит на българските дерматолози в лече-
нието на пациенти с Вродена булозна епидер-
молиза и са в съответствие с препоръките от 
последния Европейски консенсус за лечение и 
грижи за кожата на пациенти с Вродена булозна 
епидермолиза, базиран на медицината на дока-
зателствата, изготвен от мултидисциплинарни 
екипи от експерти от различни Европейски 
центрове по Вродена булозна епидермолиза. 
Консенсусните препоръки са приети на засе-
дание на Управителния съвет на Българското 
дерматологично дружество на 18 Март 2017 г. 
съвместно с водещи български специалисти в 
областта на дерматологията и онкодерматоло-
гията, педиатрията, хирургията и морфологич-
ната диагностика на кожата.

ВЪВЕДЕНИЕ

Вродената булозна епидермолиза (ЕВ) пред-
ставлява голяма хетерогенна група от редки за-
болявания, характеризиращи се с образуване 
на мехури по кожата и лигавиците вследствие 
на минимална травма. Въз основа на нивото на 
образуване на мехурите в дермо-епидермална-
та гранична зона, се разграничават четири глав-
ни субтипа на заболяването: EB simplex (EBS), 
ЕB Junctionalis (EBJ), EB Dystrophica (EBD) и 
Syndromа Kindler. Всеки един от тези типове се 
подразделя на няколко субтипа, въз основа на 
типа на унаследяване и комбинацията от фено-
типни, имунофлуоресцентни, ултраструктурни 
и молекулярни признаци [1]. След като бъде оп-
ределено нивото на обазуване на мехура и на-
личната експресия на структурните протеини в 
дермо-епидермалната гранична зона, посред-
ством имунофлуоресцентен антиген мапинг 
(Immunofluorescence antigen mapping, IFM), се 
пристъпва към провеждане на ДНК мутацио-
нен анализ, за определяне на засегнатия ген и 
конкретния вид мутация. Понастоящем ДНК 
мутационният анализ представлява най-точ-
ната диагностична процедура за субтипизира-
не на пациентите с ЕВ [2]. Провеждането му е 
абсолютно задължителна процедура за прена-
тална диагноза, в случай на повторна желана 
бременност в семейството на засегнатия инди-
вид. Степента на кожно и лигавично засягане 
варира в широки граници в зависимост от ЕВ 

субтипа и възрастта на пациентите. При някои 
по-тежки ЕВ субтипове, заболяването протича 
през целия живот на болния,с генерализирано 
образуване на мехури, хронични улцерации и 
цикатризиране, последвано от мултиорганно 
засягане, инвалидизиране, животозастрашава-
щи усложнения и преждевременна смърт [3-5]. 
Независимо от развитието на различни молеку-
лярни и клетъчно-базирани експериментални 
терапии, на този етап все още не е известно ка-
узално лечение за ЕВ [6-7]. При липса на спе-
цифична терапия, грижата за пациента остава 
от първостепенно значение, заедно със симп-
томатичното лечение на кожните и извънкожни 
прояви и ранната превенция на усложненията 
на заболяването [8]. Долупосочените консен-
сусни препоръки са насочени към цялостните 
грижи за кожата и лигавиците при пациенти с 
ЕВ. Последните са адресирани до всички ме-
дицински специалисти - дерматолози, неона-
толози, педиатри, гастроентеролози, ортопеди, 
анестезиолози, пластични хирурзи, специали-
сти по лечение на болката, физиотерапевти, 
медицински сестри и рехабилитатори, общо-
практикуващи лекари, диетолози, психолози, 
социални работници които имат отношение 
към пациентите с ЕВ.Те могат да бъдат също 
от полза за пациентите с ЕВ и техните близ-
ки. Препоръките са съобразени с възрастта на 
пациентите. Те са формулирани, за да окажат 
практическа подкрепа в ежедневната грижа, 
както в болничното така и амбулаторното им 
лечение. Основно внимание е обърнато върху 
мултидисциплинарния подход към ЕВ болните, 
комплексните грижи за кожата включващи гри-
жи за раните, лечение на сърбежа и болката и 
ранното диагностициране на спиноцелуларния 
карцином на кожата и лигавиците. Обръща се 
внимание на обучението на пациентите и теx-
ните близки в грижа за заболяването.

МУЛТИДИСЦИПЛИНАРЕН 
МЕНИДЖМЪНТ НА ЕВ ПАЦИЕНТИ 
Вродената склонност към образуване на ме-

хури по кожата и лигавиците при пациентите 
с ЕВ и хроничния ход на заболяването имат за 
резултат засягането на много органи и системи 
(табл. 1 и 2). Степента на болестна изява при 
ЕВ варира в зависимост от типа и субтипа на 
заболяването и възрастта на пациентите, което 
налага включването на редица медицински и 
други специалистив лечението на усложнени-
ята му (табл.3).

Основни принципи в лечението на ЕВ бо-
лни

1. Лечението на ЕВ пациенти е най-добре 
да бъде осъществявано в експертни центрове 
отговарящи на стандартите за качество на ле-
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ABSTRACT 
Solitary neurofibromas can present as discrete localized masses - most commonly as a 

cutaneous neurofibroma, clearly unrelated to neurofibromatosis genetically-driven syndromes. 

Their cellular composition is known to be quite invariable but at times diagnostically 

challenging lesions occur. 

A female patient, aged 63, presented with a solitary cutaneous lesion in her lower-back 

that reportedly was of 9 year duration, slow-growing, painless mass. Surgical excision with 

tumor-free borders was performed. On gross examination unremarkable skin was covering a 

well-delineated but unencapsulated, soft, pale gray-yellowish mass measuring max 4 cm, 

occupying the dermis and subcutaneous fat. 

Histology revealed spindle-to-ovoid cells, embedded in a mixture of collagenised matrix 

(van Gieson positive) and moderate amount of mature fat tissue. Some of the cells displayed a 

marked degree of nuclear pleomorphism; unevenly dispersed were floret-like multinucleated 

giant cells. Careful examination failed in finding any mitotic figures. In addition, numerous 

eosinophilic rounded structures were present, single or in small clusters. These were composed 

of elongated cells stacked in a lamellar arrangement, similar to the tactile corpuscle-like 

Wagner-Meissner bodies. Immunophenotipic studies, employing S-100, CD34, GFAP, NSE, 

CD68, and Ki-67 revealed differential expression within cellular components. 

Despite initial impression of highly-malignant and unusual lesion, complete diagnostic 

work-up and clinical correlation uncovered a simple, diffuse type of solitary neurofibroma. The 

presence of specialized tactile-receptor like structures and floret-like multinucleated giant cells 

is peculiar, but its emergence and significance are still enigmatic. 
Key words: solitary diffuse neurofibroma, Wagner-Meissner bodies, floret-like multinucleated 

giant cells, immunohistochemistry. 

 

INTRODUCTION 

Neurofibroma is the designation for a group of common, closely related benign nerve sheath 

tumors that according to present evidence have a similar molecular pathogenesis. These tumors 

typically present either as a localized lesion or as part of a generalized syndrome of 

neurofibromatosis generally known as neurofibromatosis type-1 (NF1) or von Recklinghausen 

disease. NF1 is a common human autosomal dominant disease, affecting 1 in 3500 individuals 

worldwide (4). It is caused by a mutation in the NF1 gene located on chromosome 17q11.2 that 

encodes the protein neurofibromin. Patients with NF1 may develop tumors at any site in the body, 

including skin, internal nerve trunks, and viscera. It seems likely that loss-of-function alterations in 

the NF1 gene play a role in both NF1 associated and sporadic neurofibromas. It was identified a 
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Abstract: 

Background: Acne vulgaris is skin disease affecting the pilosebaceous units. It is related to the polycystic 

ovary syndrome (PCOS), metabolic syndrome and dysfunction of the thyroid gland.  

Objective: This study investigated the relationship between acne vulgaris, PCOS, and dysfunction of the 

thyroid gland in female patients of reproductive age.  

Methods: A prospective case-control study was conducted between June 2016 and June 2017 with 70 female 

patients (age range 14-40 years). They were divided into two groups: group one (n1=35) with acne vulgaris, 

and group two (n2=35) included women without acne vulgaris. The patients from both groups were assessed 

for levels of sex hormones, thyroid gland hormones and the presence of antithyroid antibodies, as well as for 

insulin resistance index. 

Results: Our results revealed a statistic difference between the frequency of PCOS in the patients suffering 

from acne vulgaris (18.57%) and the healthy volunteers (1.43%) - p=0.001. Elevated total testosterone levels 

were more commonly found in the patients from the first group (12.86%) as compared with the control group 

(1.43%) - p=0.02. The data showed a difference in the relationship between the thyroid gland dysfunction and 

thyroid autoimmunity in patients suffering from acne vulgaris (22.86%), as compared with the control group 

(1.43%) - p=0.0001. A combination of PCOS and autoimmune thyroid disease (AITD) was established in the 

group of the patients with acne vulgaris.  

Conclusion: Our results provide evidence for co-morbidities in patients with acne vulgaris who should be 

tested for concomitant endocrine and metabolic diseases such as PCOS and AITD. 

Key Words: acne vulgaris, polycystic ovary syndrome, hyperandrogenemia, autoimmune thyroid diseases. 

Introduction: 

Acne vulgaris it is a common chronic inflammatory 

disease of the pilosebaceous unit. In developed 

societies, its prevalence in adolescents is between 

70% and 87% [1]. The pathogenesis of the disease 

involves four main mechanisms:  

1) increased sebum production,  

2) hyperproliferation of keratinocytes,  

3) follicular colonization with Propionibacterium 

acnes,  

4) increased secretion of inflammatory mediators.  

Recent studies on the pathogenetic, clinical and 

therapeutic aspects of the disease in Bulgaria were 

http://iisj.in/index.php/iisj
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Cnyuafi Ha naqreHT c aronuqeH
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BbBEAEH14E
Aron qHrrraepMaflir (M) npeA-

craBnfBa xpoH qHo pequaL4Bhpaqo,

reHeruqHo o6ycnoBeHo, Bb3nanvrren-
Ho 3a6onflBaHe Ha Koxara, B ocHoBa-
ra Ha 3a6oneBaHero croFrABa AeOeK-
ra HapyueHa 6ap'aepHa OyHKq e

Ha KOXaTa 14 OTXnOHeHUn B rlMyHHl4t

orroBop (l). floHrKora e rpyaHo aro
nfi rr H r4rT aepMaTrlT aa ce pa3rpaHrl'I4
or alepruqHt4, KoHTaKTeH AepMarr{T
(AK!), rbi Karo ri ABere cbcrorHl4fl
uMaT cxoaHa MuHi4qHa tl3rBa, a i4

cbqo raKa MoraT aa cbqecrByBaT
eaHoBpeMeHHo (2). HapyueHara 6a-
p epHa OyHKqur Ha Koxara npri AA
npeApasnonara pa3B ruero Ha AKA,

Tr,ii xaro re3l, ABe cbcrorHl4e Mar

HrKora o6u1la naroora3raononaqHr,a

K,lt Ht '{EH CIyqAtl
npeAoaBqMe naq eHr c AA or

MtxKu non Ha 70 r. cnaHH,4 3a auce
MrrHr,lpaH no nr4qeTo, Topca v Kpai
Hnqhre cbp6rq o6priB c 15 roArauHa

aaBHocr, 3a6orrBaHero e npoBoKrl
paHo nbpBoHaqanHo or KoHcyMa

r.lr4, Ha rroarl, I]pe3 roaraHr,rre uMa

xpoH14'rHo-peqi4al,rBupaq xoa Karo

ce o6ocrp, npeAuMHo cneA npr4eM

Ha HnKofi xpaHr,r (riqa u rAKu) u or
KOHraKr C OMeKOr ren , r4HAyCTpu-

anHvr npoM UneHu 60 . flaq,leHTr,T
e apxureKr no npooec fl r qecro e
u3noxeH Ha BnL4flHvrero Ha pa3nxq-

EAuH or Hai-rexKure
peq AvBr,4 ce npoBoK pa cnea KoH-

TaKr c 6ofl no noBoA peMoHr Ha xu
nriqero My, CTpaAa or x,lneproHuqHa

6p0 6,oHu 2019

6onecT or 30 roAl4Hlr,3a KorTo npue-
Ma Valsartan/Hydrochlonhiazide. Oa

MvrnHo o6peMeHeH no Maiv Ha n,,
Hriq 3a ATonrlqHa erceMa.

IMHoroKparHo npoBeMaa neqe
HUe C noKarHrl 1,1 Cl4CTeMHfi KOp 4

KOCTepO Ar4, aHTuXl4CTa[ hH]l a Bpe

MeHeH eOeKr. Or 6 Meceqa e Ha

c creMHa repan e c Methotrexate
15 MrlceAMraqHo, Desloratidine 5 M/
AHeBHO r{ eMonrleHr .

KbM MoMeHra Ha nperneAa na-
TOnOru{qHr4Te KO)(Hl, npOMeHu aH-

raxr4par nrlqero u eKcreH3opH Te

noBbpxHocTl,4 Ha ropHvre aorHl,4
KpaiHnll,4. flpeAcraBsT ce or cuMe-
rpl,lqHo pa3nonoxeH ep reMocK
BaMO3H nnaK[1 C He3Haqv]TeneH l,{H

O nrpar,. eA H,lqHn eKcKopl4aqv .

Cy6eKr/rBHo-yMepeHo u3pa3eH cbp
6ex, BvrAnM nvrraBvqi4Ii KoxHu npra
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CrpAeqHoclAoBa vr A xarenHa

cracreMv 6.0., KpaiH qu 6e3ororlu,
nepuoepHu nuMOH Bb3n He ce
nannr4par yBenuqeH . 6 oxraMu,rHr,4

Te noKa3arer u croiHoc. Ha nKK
ca B peoepeHrHv rpaHuqu.

npy naq eHra 6e npoBeAeHo

en14KyraHHo anepronorrlqHo TecTy-

BaHa ctc craHAaprHa eBponeicKa ce-
pxF S-1000, Karo ABe ceAMuqu npeAu
toBa npueMaH[Te oT naqr,leHTa c c-
reMH MeAuKaMeHru 6rxa cnpeH .

flp or,ryraHe Ha pe3ynrarure Ha

48-, qac naqueHrbr cr,o6q,1 3a c|a-

neH, Mlqi4TereH cr,p6ex B o6nacrra
Ha recryBaHara 3oHa. ycraHoBeHa 6e
no3rll4BHa aneprM'rHa peaKq fl KbM

9 ornpxnoxeHvrre 30 anepreHa:
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STANDARD OF CARE FOR PATIENTS WITH ATOPIC DERMATITTS
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Hacrosru[qr craHAapr 3a MeAlrrrrrHcxr{ rprlxu flpu fiaqr{eHru c A{ e [pr{er Ha 3aceAaHr{e Ha
CexqlrRra no [epuaroa,'IeproJlorrrfl Kr,M E[1. Toft cbAbpirta troc,rreAHrrre AaHHrr 3a,rreqeH[e Ha
A{ u e B yHI{coH c enponeficrcI,ITe Ir Me}nAyHapoAHr{ KoHceHcycHr{ AoKyMeHTrr rro reMara. Ilpea-
Ha3HaqeH e 3a Aa ce I{3rIoJI3Ba OT CrreUrraJrr.rcrrr-AepMaroJro3rr rI JreKapr{ or Apyr[ clleqtrar'rHocrr.t
(ne4uarpu, a,'Iepro,'Io3l{, OIIJT) B rlHTepec Ha rraqrreHTrrre u B paMxrrre na go6para Kr'rr{HrrrrHa
rrpaKTrrKa.

l. BI,BEAEHt4E

Aroru'{Hlrsr nepMarl{T (AA) e qecro cpeqaHo xpoHzqHo Br,3rarr4rerHo ga6orqBaHe Ha Koxara ct,c
cnoxHa naroou:uo:rorllf,, KoflTo e B ocHoBara Ha rxxpoK cneKTbp or KJrrlHr,rrrHu Senorunoee. JleqeHrae-
ro ua A[ ocraBa npenlr3BlrKareJrcrBo rlopaAx HeAocrarr,LrHoro rroBnurBaHe or HaJrr.rqHrrre repanrzu [1].
Heor4anuaruHrIflT HanpeA:r,x n pa:6r.rpaHero Ha MexaHlr3Mxre ua :a6o:rqBaHero ,4oBeAe no orKpr4BaHe-
To Ha HoBH neKapcrBa u HoBr4 noreHurraJrHrr reparreBTnqHrr rlenu 12,3,4).

2. OIIPEAEI.SHE HA CTETIEHTA HA TEXECT HA AI
C oue4 npeqlr3Ha Auar-Hocrl{Ka ua A[ B ronrrHrrre ca cb3AaAeHu pa3nuqHu cxeMil 3a oueHKa Ha

A,{, xaro rr Ao AHec HrMa eAuHHu r.r o6ulonpr43Hltrr xpzrepun [5].
B na'raroro n[arHo3ara rpx6na 4a 6rge rrocraBeHa sa 6azata Ha KnHHr{lrHLr ;LaHH:a (xpureptru na

XaHlrSIaH u Pafixa, 1980 r.). Crp6eNtr H Kcepo3ara ca KnroqoBrr eneMeHrrr npu arofluqHrrfl repMarur.
Be: r-flxuoto Hanuqze AuatHo3ara rpx6sa ga6t ge rocraBeHa rroA c'bMHeHlre [6]. 3a czrypua ce nprreMa
Al{arHo3ara rIpI4 aHaMHeCTITIIHII LI KJ'IHHL{IIHI{ IaHHI 3a MI]HHMyM 6 treCeua nepcrrcTr4paHe Ha O[JraKBa-
HIIflTA,

3a4r,.rxure,rso ce or6erfl3Bar B roKyMeHrauuflTaHa narJr4eHTa $opuu Ha 6onecrra, [pr{ Kor.rro HMa
3acfllaHe Ha qyBCTBurenHlrre/BllAI4MrI 3oHH - KJIerraiIH, arorluLrHa eK3eMa Ha JIIrIIero, AepMarlrr Ha tJIa-
Bula u uftrflTa, arorlurlHa eK3eMa Ha pbllere, xpoHurlHa eK3eMa B reHI{TaJrHara o6nacr.

Ilpe: nocleAHlrre HflKoJIKo Aecerlrnerl4l 6xxa roJroxeHlr 3Halrr{TeJrHr{ ycurLlfl:a pa:pa6orBaHe Ha
HHcrpyMeHTr4, KoHTo Ia onpeAenrr rexecrra Ha A!.
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Brarapcrcusr KoHceHcyc 3a [uarnocrrarca r,r JleqeHr{e Ha Konraxrnrrfl AepMarr{T e r{3-
rorBeH or rlJreHoBere Ha Pa6ornara rpyla IIo AepMaroaJ'IeproJ,Iofuq KT,M Er,rrapcxoro
fepuaroaorllqHo ApyxecrBo I{ cbAT,p}Ka rrocJreAHrrre AaHHr.r 3a err{o[arofeue3ara, KJrI,r-
HI{KaTa, AIrarHocTI{KaTa I{ TepaIII{qTa Ha ToBa 3a6o"'IflBaHe. KoHceHcycr,T e HarrpaBeHr 3a

Aa Ce I{3IIO,'I3Ba OT CIIequaJ'IIICTII - A€pMaTOJIO3II B I{HTepeC Ha IIaUII€HTI{T€ II B paMKIITe
Ha AOopaTa K,'rr.rHr{qHa rrpaKTr{Ka.

oIIPEAEnEHT{E

Konraxrnuqr repMarl{T (KD e BT,3rraJrr4Te,'rHa peaKrlr4r Ha Koxara Ko-flTo ce onpeAen.s Karo eK3eMa
I{nu nepMarur. K[ BI3HIIKBa B pe3ynrar or KoHTaKT Ha Koxara c eK3oreHHH cy6cranquz, Kor4To

reficrear Karo aJreptesu ulutu npurar'ILt. ExseMa u Eepwarktr ca paBHo3HarrHLl rro:aflTufl il ortoBapflT
ua cneuu$uqHa KJTHHHIIHa KaprlrHa c xapaKTepeH epnreM, Be3vKyJrrr, eKcylauvq, ilailyrv, cKBaMH
I4 Kpycru KoI{To ce [orBrBar rro Koxara nocneroBarelTHo rrJ]u eAHoBpeMeHuo. K[ 6lraa anepruveu
(AKX) v upvrarttBen (ZK!), a Koraro B erllolaroreHe3ara yqacrBar r{ cBerJr}rHHrrre JrT,qil, roBopIaM 3a

Qoro:eprtarur(1). @oroAepMarlrrrzre He ca o6err Ha Hacroqquq KoHCeHcyc. IlpaxruuecKa KJrr{Hr{rrHa
uacuQnxaur.rx na Kt e [peAcraBeHa n radnuqa 1.

HKI ce .lbJxl{ Ha pa3pylxaBaHe Ha erIIIAepManHata 6apuepa or roKcHqHH areHrn x uocneABaula
peaKurls Ha II\t.vHHara cilcreMa, cbcrorula ce B ceKperr4paHe Ha npoun$nauaropHrr ulrroKr{Hrr or Kepa-
rHHoLIIirIlre xaro IL-1 alfa,IL l- beta, TNF- alfa, GM- CSF, IL- 6u IL- 8. t2l .{uperrnuxrroxcr{lreH
e$exr Bt,p\\' enli-tep\{anHlrre KeparuHor-lr4rr{ f3) ulum zaryla:ra Ha ilvnt41kr [4] napyuranar KoxHara
6apuepua Qr uxuttr II Bonqr Ao necHo npoHliKBaHe Ha HoBrr rlpvraHTkt u aJrepreHr4.

AKtr e a-leprttqHa peaKunf, or IV-ru run ga6aseHa cBpbxrryBcrBr{renHocr, vre1urnpaHaor Thl- ,rul,r-

$oqnrure, Ho cnope-t HoBHre raHHIr Th2,Thl7 uTh22 cr,rrlo t4rpaflr ponr Br,B Bb3rraJrr{reJ'rHufl npouec.
[5] Pa:euruero Ha \Kl nporuqa B rBe Qasu. flrpuoHaqaJrHo HacrbrrBa ceH3urrr3aunfl c anepreH c
HIzcKo MoneKy-lHo rer,lo ll-lll xa[TeH. To:u nrpeu K0HTaKT Ha Koxara c anepreHa BonH .qo o6pa:yaaHe
ua cneqz$uqHu T- K-IerKII n,tlnt$uure BT,3Jrr t4TflxHaraMutpaqzq o6paruo B Koxara. flpu noaropua
Cpeua C anepreHa Koxara OrroBapf C B:b3IIaJIlITenHa peaKI-lIIt LI KJIUHUTIHH CHMrIToMH ua AK!. [6]
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Резюме 

Лайшманиозата е трансмисивна протозойна инфекция, ендемична за повече от 90 държави в 

тропиците, субтропиците и Южна Европа. Около 12 милиона души са заразени по целия свят, 

като се отчитат 1.5 до 2 милиона нови случаи годишно. Причинява се от протозои от род 

Leishmania, които се пренасят чрез ухапване от инфектирани пясъчни мухи от род 

Phlebotomus и Lutzomyia. Установени са висцерална, кожно-лигавична и кожна форми на 

лайшманиоза. Кожната лайшманиоза се разделя на Кожна лайшманиоза на Новия свят и 

Кожна лайшманиоза на Стария свят. Клинично се характеризира с развитие на единични или 

множество папули на мястото на ухапване, често еволюиращи в нодули и язви, които 

заздравяват спонтанно с атрофичен цикатрикс.  Диагнозата често е трудна, поради малкия 

размер на протозоя  L. секвестиран в макрофагите на кожата, костния мозък и 

ретикулоендотелната система. 

Представяме случай на пациентка с кожна лайшманиоза и не толкова типична клинична 

картина. 

Ключови думи: лайшманиоза, кожна лайшманиоза, imiquimode, fluconazole, paromomycin 

Abstract 

Leishmaniasis is a transmissible protozoan infection, endemic in more than 90 countries worldwide 

in the tropics, subtropics, and Southern Europe. An estimated 12 million people infected worldwide. 

1.5 to 2 million new cases annually. It is caused by protozoas of the genus Leishmania which are 

transmitted by the bite of infected sandflies Phlebotomus and Lutzomyia. There are three major 

cinical patterns – visceral, mucocutaneous and cutaneous. Cutaneous leishmaniasis is divided into 

two subsets – New World and Old World. It is clinically characterized by development of single or 

multiple cutaneous papules at the site of a sandfly bite, often evolving into nodules and ulcers, which 

heal spontaneously with an atrophic scar. The diagnosis is difficult to made, because of the small size 

of protozoa L., sequestered in the skin macrophages, bone marrow and reticuloendothelial system.  

We present a case of a female patient with cutaneous leishmaniasis and not so typical clinical 

picture. 

Key words: leishmaniasis, cutaneous Leishmaniasis, imiquimode, fluconazole, paromomycin 
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ТЕМА НА БРОЯ

СИНДРОМ НА NETHERTON ПРИ 
6-ГОДИШНО МОМЧЕ

И. Йорданова1, Р. Арсов1, П. Василев1, М. Бинова1, И. Халваджиян2, З, Камбурова3, К. Ковачева3, Д. Господинов1
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2Катедра „Детски болести“, Факултет Медицина, Медицински университет – Плевен
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Синдромът на Netherton е рядко 
заболяване, което често създава 
сериозни усложнения в неонатал-
ната възраст. То може да завърши с 
летален изход в първите дни от жи-
вота на новороденото, дължащ се 
на дехидратация, хипотермия, загу-
ба на тегло, респираторни инфекции 
и сепсис. Заболяването се среща 
при 1:200 000 новородени и засяга 
предоминантно женския пол. Кли-
ничните прояви на синдрома вари-
рат от съвсем лека клинична изява, 
протичаща с картината на ichthyosis 
linearis circumflexa, до ексфолиатив-
на еритродермия. Други усложне-
ния, свързани със синдрома, са ум-
ствено и физическо изоставане [1].

КЛИНИЧЕН СЛУЧАЙ

Представяме 6-годишно момче, 
което постъпва за първи път в Кли-
никата по кожни венерически забо-
лявания, УМБАЛ – Плевен. Родено е 
в 37 гестационна седмица чрез Це-
зарово сечение от втора, нормално 
протекла бременност, с тегло 3350 г 
и ръст 53 см. От раждането боледу-
ва с генерализиран еритем и едро-
ламелозна десквамация по кожата. 
На 5-дневна възраст, с неонатална 
инфекция и в увредено общо със-
тояние детето постъпва за лечение 
в Неонатологичното отделение на 
СБАЛДБ „Проф. д-р Иван Митев“, 
София, откъдето е изписано след 
3-месечно лечение, без промяна в 
състоянието – с тегло 2900 г и диа-
гноза Erythrodermia ichthyosiformis 
congenita. Препоръчана е ежеднев-
на локална терапия с емолиенти и 

проследяване. Поради периодично 
обостряне на състоянието, изразя-
ващо се в силен еритем, оток и изти-
чане на серозен ексудат от кожата, 
детето неколкократно е хоспитали-
зирано и лекувано чрез интраве-
нозно приложение на антибиотици 
и Humanalbumin 20%, прилагани са 
локални кортикостероиди и емо-
лиенти. По данни на майката дете-
то има силно изразен денонощен 
сърбеж. На фона на непрекъснато 
провежданото амбулаторно лече-
ние със системни антихистамини, 
системни и локални антибиотици и 
емолиенти, майката съобщава, че 
кожата остава зачервена и много 
суха, покрита с повърхностни еро-
зии и жълтеникави люспи с непри-
ятна миризма, вкл. в областта на 
капилициума и външните слухови 
канали. Детето има крехка и чупли-
ва коса. По повод тези оплаквания 
на 5-годишна възраст то е консул-
тирано по данни от медицинската 
документация в Gay’s and St. John’s 
Institute of Dermatology, Лондон, къ-
дето е потвърдена диагнозата авто-
зомно рецесивна вродена ихтиоза 
и е препоръчана терапия с Acitretin 
в доза 0.25-0.5 мг/дневно. Детето е 
фамилно необременено.   
Соматичен статус:  Дете от мъжки 
пол, на възраст 6 год. и 2 месеца, с 
тегло 19 кг и ръст 109.5 см, BMI – 17. 
Момчето е в добро общо състояние, 
афебрилно, с нервнопсихическо 
развитие съответно на възрастта и 
леко забавено физическо развитие. 
Сърдечносъдова и дихателна систе-
ми – везикуларно дишане, ритмична 
сърдечна дейност. Корем над ниво-
то на гръдния кош, палпаторно мек 

и неболезнен, черен дроб и слезка 
не се палпират увеличени. Succusio 
renalis – двустранно отр. Генерали-
зирана микрополиаденопатия, анга-
жираща субмандибуларни, аксилар-
ни и ингвинални периферни лимфни 
възли двустранно.  
Дерматологичен статус: Патологич-
ните кожни промени ангажират капи-
лициума, лицето, тялото и крайници-
те на фона на генерализирана кожна 
ксероза. В областта на лицето и тяло-
то се представят от дифузен еритемо-
едем и едроламелозна десквамация. 
По екстензорната повърхност на гор-
ните крайници,  предната повърхност 
на бедрата и задната повърхност на 
подбедриците се наблюдават добре 
контурирани еритемосквамозни 
плаки, покрити от едри жълтеника-
ви сквами, на фона на непроменена 
околна кожа. Установява се птоза 
на горните клепачи и ектропион на 
двете очи (фиг. 1, 2 и 3). В областта 
на външните слухови канали – запу-
шалки от сквамокрусти. Нокти – б.о. 
Косми – липсват веждите и отчасти 
миглите. При дерматоскопия на скал-
па с дерматоскоп 3Gen – DermLite 
DL4, с поляризирана светлина и ра-
ботно увеличение 10x, се установяват 
полета с промени по хода на косме-
ните стъбла по типа на  Trichorrhexis 
Invaginata (TI) (фиг. 4а и б). 

ИЗСЛЕДВАНИЯ И 
КОНСУЛТАЦИИ

Параклинични изследвания: Пълна-
та кръвна картина с диференциално 
броене на левкоцити и биохимич-
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CHARACTERISTICS OF PRURITUS IN PATIENTS WITH PLAQUE PSORIASIS _
A PROSPECTIVE STUDY

Klimentina D. Gospodinova*, Veronika H. Gincheva*, Ivelina A. Yordanova*, Dimitar K. Gospodinov*
*Department of Dermatologt, Venereology andAllergy, Medical UniversiQ - Pleven, Bulgaria
dkg@abv.bg

PE3IOME

Ilcopuarzunara 6onecr e xpoHuLrHo-pequ.qu-
Br4paqa aBrorrH$naMaropHa repMaro3a npu Kofl-

To oKoJro 90oh or narlr4eHTr.rre cr,o6ilIaBar 3a pa3-

JrrrqeH rro r{HTeH3xBHocr cbp6ex. Bupexz roea
ly6nuKyBaHure B HayrrHara nr{reparypa aaHHLt

IIO OTHO[reHHe XapaKTeprrCTr4K]rTe Ha rrCOpHa3-

uc-acouuupa}{I]s. ttpypr4Tyc ca HeAocTaT:brrHu, a

pe3ynTaTure nporuBopelruBx.
Ile,r na [poyrrBaHero e na ce rr3cneABa lrecro-

TaTa HA npypr4ryc n cBbp3aHrrTe c Hero KJrrrHrrlrHr{

xapaKTepr4crlrKr4 npr{ I57 nauuenTrr c rrJraKaTHa

Sopnra Ha yMepeHo rexr,K .qo rexbr rrcoprra3uc,

IIOAneXaUIU Ha 6UO,'rOf LIqHO Ier{eHUe.

Mero4ll: llpzloxeH e crpyKrypr.rpaH $r{ru
3a corlr4o.uenorpa$cxa rr KJrr{HrrqHa xapaxrepuc-
Tr.rKa Ha 3a6on.f,BaHeTo, KaKTo I4 caMooIIeHKa 3a

Texecrra Ha crp6exa or nauueHTa. fia:r,uute ca
r{3rroJr3BaHu 3a rrpocneKr[BHo npoyqnane npz 157

6oruu, ceneKTapaHz:a 10 MeceqeH nepuor.
Pe:y,rraru: 3a npyprzryc cro6rqanar 89,8% or

rr3cnerBaHara rpy[a. feuepa:rusupaHrrflr cbp6elx
ce cpeua y 21,3o/o, a JroKaJrrr3rrpaH B pa3nuqHu
qacrx Ha rflnoro 78.7%. Hafi-qecro ca 3acerHa-
rrr AoJrHZre xpafiuzqu (56,704), pr,rlere (50,10 ),
cKarrrra (44,0%) v np6a (29,1%). Oqesxara na
TexecrTa Ha cHMrrToMa c vAS froKa3Ba, qe c ),Me-
pen crp6eN ca 38,3o/o or rraurreHTr.rre, cBc crrJreH

ca 30,5oh rr c MHoro crrJreH ca 15 .6Yo or rqx. AHa-
Jrr43T,T Ha $axroprzre, Korrro BJrorrraBar crp6exa
IIOKa3Ba, qe [aIIIlreHTIITe IIOCOqBaT KOXHaTa KCe-

po3a B 53,2o/o, ropeqa BoAa B 22.70 , rrcr{xoJrorrr-
qecKa crpec B 16.3% H Br{coKa oKoJrHa reMrrepa-

rypa B 15.6%. flpu namure raulreHrrr cT,p6exr,r
e ro-oce3aeM cyrpr{H (42,6%) r Ber{ep (53,904),

orKonKoro npe3 AeHfl (29,1%) u npe3 Horura
(32,6%). C xope:raquoHeH aHaJrr{3 e ycraHoBeHa

cTaTlrcTr{r{ecKa 3HalII{Ma Bp:b3Ka Mex.4y cl4[uta Ha

npypl4ryca c BerrepHur (p<0.05) r.r c HorrlHru ct p-
6ex (p<0.05), xaxro u cbc cyxara xoxa (p<0.003).
He ce orKpr{xa curnz$uxaurHr4 BpT,3Kx c noJra rr

BT,3paCTTa, C T[4ilA ncoprra3r{C U HanUqUeTO Ha

ncopnarxLreH aprprrr u o6e3ilTer.
3arc,rroqenue: Cbp6exbr e rrecro cpeilraHa n

BaxHa xapaKTepr4cTr.rKa Ha flcopr.ra3r.rca, KaTo 3a-

eIHO C:bC CBOflTa TeXeCT OKa3Ba H3KJIIOqIITeJIHO

Herarr{BeH eQer<r BT,pxy KalrecrBoro Ha lrrlBor.
To:u e6exr ce 3acr..rnBa a or $axra, Lre nopaA[ He-

rr3.rrcHeHaTa rrarofeHe3a Ha rIcopr.ra3r]c-acour{r4pa-

HIr[ npypuTyc BCe oqe Hmra e$erraBHo rer{eHue
HA TO3I4 MT,!II{TC!'ICH CIIMIITOM.

K"rroqosu AyMrr : flcoprra3uc, [pyprrryc, Bu3y-
anHa aHanoloBa cKaJIa, KoxHa Kcepo3a.

ABSTRACT

Psoriatic disease is a chronic relapsing auto-
inflammatory dermatosis in which up to 90% of
patients repoft itching of varying intensity. How-
ever, the data published in the scientiflc literature
regarding the characteristics of psoriasis-associat-
ed pruritus are insufficient, and the results are con-
tradictory.

Aim of the study was to investigate the inci-
dence of pruritus and associated clinical features
in 157 patients with plaque form of moderate to
severe psoriasis undergoing biologic treatment.

Methods: A structured sheet was applied for
sociodemographic and clinical characteristics of
the disease, as well as a self-assessment of the se-

verity of itching by the patient. The data were used
for a prospective study in 157 patients selected for
a 10-month period.

Results: Pruritus was reported by B9.B% of
the studied group. Generalized pruritus occurs
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МОДИФИЦИРАНА TENZEL ПЛАСТИКА - ОПЕРАТИВНО ЛЕЧЕНИЕ И 
РЕКОНСТРУКЦИЯ ПРИ ПАЦИЕНТ С ИНВАЗИВЕН СПИНОЦЕЛУЛАРЕН 
КАРЦИНОМ В ЛЯВА ЗИГОМАТИЧНА ОБЛАСТ И ЛЯВ ДОЛЕН КЛЕПАЧ  
 
Преслав Василев1, Мартин Караманлиев2, Милен Караиванов3, Добромир Димитров2, 
Ивелина Йорданова1 
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Резюме 
Въведение: Спиноцелуларният карцином на кожата (СЦК) заема около 30% от групата на 
немеланоцитните кожни карциноми. Около 5 – 10% от всички случаи на кожни 
карциноми, засягащи периорбиталната област, са представени от СЦК. Това е вторият 
най-чест карцином в областта, като на първо място по честота е базоцелуларният 
карцином (85-90%), а след СЦК се подреждат себацейният карцином и малигненият 
меланом с <1%.  
Клиничен случай: Представяме пациентка на 74-годишна възраст, оплакваща се от поява 
на бързо нарастваща туморна формация на кожата на лицето с 6-месечна давност. 
Патологичните кожни промени ангажират лява зигоматична област и долната 1/2 от 
кожата на ляв долен клепач. Представят се от солитарна екзофитна окръглена туморна 
формация, надигната над околната кожа, с изразен инфилтрат, хиперкератотична 
повърхност и големина 25/15 мм в диаметър.   
Лечение: Предвид големината и локализацията на карцинома, както и съществуващата 
опасност от развитие на постоперативен ектропион и епифора, бе невъзможна рутинна 
хирургична ексцизия. Извършено бе оперативно лечение с радикално отстраняване на 
формацията. Тъканният дефект бе успешно структурно и функционално възстановен, 
чрез модифицирана Tenzel пластика с използване на кожно ламбо от латерална 
зигоматична и букална област. Хистологичното изследване установи кератинизиращ, 
добре-диференциран – G1, инвазивен спиноцелуларен карцином на кожата, напълно 
отстранен с чисти резекционни линии.  
Заключение: Представяме пациентка на 74 г. възраст с инвазивен СЦК, успешно лекувана 
чрез хирургична ексцизия и по-рядко използвана модифицирана Tenzel пластика. 
Модифицираната Tenzel пластика позволява едно-моментна хирургична ексцизия с 
тъканна реконструкция, по-естетичен завършек и ефективна превенция на 
постоперативен ектропион и епифора.  
Ключови думи: Спиноцелуларен карцином на кожата, Оперативно лечение, 
Модифицирана Tenzel пластика 
 
ВЪВЕДЕНИЕ: 
Спиноцелуларният карцином на кожата (СЦК) заема около 30% от групата на 
немеланоцитните кожни карциноми [1]. Това е и вторият по честота карцином на кожата 
с над 1 млн. случаи годишно в САЩ. Сравнително проучване върху честотата на СЦК за 
периодите 1976 г. – 1984 г. и 2000 г. - 2010 г. в Mayo Clinic, САЩ показва повишение с 263% 
[2]. Рисковите фактори за развитие на СЦК са кожен фототип I-II, хронична експозиция на 
слънчева светлина без използване на фотозащита, хронични кожни възпалителни 
заболявания, експозиция на радиация [3]. Най-честият карцином, засягащ 
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PE3IOME

Ilcopuarzunara 6onecr e xpoHuLrHo-pequ.qu-
Br4paqa aBrorrH$naMaropHa repMaro3a npu Kofl-

To oKoJro 90oh or narlr4eHTr.rre cr,o6ilIaBar 3a pa3-

JrrrqeH rro r{HTeH3xBHocr cbp6ex. Bupexz roea
ly6nuKyBaHure B HayrrHara nr{reparypa aaHHLt

IIO OTHO[reHHe XapaKTeprrCTr4K]rTe Ha rrCOpHa3-

uc-acouuupa}{I]s. ttpypr4Tyc ca HeAocTaT:brrHu, a

pe3ynTaTure nporuBopelruBx.
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TaTa HA npypr4ryc n cBbp3aHrrTe c Hero KJrrrHrrlrHr{

xapaKTepr4crlrKr4 npr{ I57 nauuenTrr c rrJraKaTHa

Sopnra Ha yMepeHo rexr,K .qo rexbr rrcoprra3uc,

IIOAneXaUIU Ha 6UO,'rOf LIqHO Ier{eHUe.
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qecKa crpec B 16.3% H Br{coKa oKoJrHa reMrrepa-

rypa B 15.6%. flpu namure raulreHrrr cT,p6exr,r
e ro-oce3aeM cyrpr{H (42,6%) r Ber{ep (53,904),

orKonKoro npe3 AeHfl (29,1%) u npe3 Horura
(32,6%). C xope:raquoHeH aHaJrr{3 e ycraHoBeHa

cTaTlrcTr{r{ecKa 3HalII{Ma Bp:b3Ka Mex.4y cl4[uta Ha

npypl4ryca c BerrepHur (p<0.05) r.r c HorrlHru ct p-
6ex (p<0.05), xaxro u cbc cyxara xoxa (p<0.003).
He ce orKpr{xa curnz$uxaurHr4 BpT,3Kx c noJra rr

BT,3paCTTa, C T[4ilA ncoprra3r{C U HanUqUeTO Ha

ncopnarxLreH aprprrr u o6e3ilTer.
3arc,rroqenue: Cbp6exbr e rrecro cpeilraHa n

BaxHa xapaKTepr4cTr.rKa Ha flcopr.ra3r.rca, KaTo 3a-

eIHO C:bC CBOflTa TeXeCT OKa3Ba H3KJIIOqIITeJIHO

Herarr{BeH eQer<r BT,pxy KalrecrBoro Ha lrrlBor.
To:u e6exr ce 3acr..rnBa a or $axra, Lre nopaA[ He-

rr3.rrcHeHaTa rrarofeHe3a Ha rIcopr.ra3r]c-acour{r4pa-
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