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Dear Editors,

Generalized pustular psoriasis (GPP) is a relatively rare
and chronic autoinflammatory dermatologic condition
with marked systemic involvement." 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 soles were erythematous, with lamel-
lar desquamation, the tongue was plicated (Figure 1b).
Linguageographica was previously described in associa-
tion with GPP2* 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

the lower legs. At the end of November 2022, the patient
was hospitalized with fever (38.5°C), anemia, leukocytosis
(15.0x10%/I; normal range, 3.5-10.5x10°), 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 (3x600 mg/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]).*
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Abstract. Background and Objective: SCCs represents 20-30% of the non-melanocytic
Skin cancers. It is the second most common skin cancer in the U.S. The main risk factors
for SCCs development are: skin phototype I-1l, excessive UV-exposure, chronic inflamma-
tory skin diseases, radiation exposure and drug usage. Hydroxyurea is a drug used for the
treatment of chronic myeloid leukemia, polycythemia vera and essential thrombocythe-
mia. The therapy is associated with development of actinic keratoses, Bowen’s disease,
squamous cell carcinoma and basal cell carcinoma. Patients and methods: We present
a 70-year-old female patient suffering from essential thrombocythemia, undergoing treat-
ment with hydroxyurea since 2005, who developed advanced squamous cell carcinoma
of the skin of the face and wrists. Results: The patient was diagnosed with advanced
moderately differentiated SCCs (Grade 2), stage Il (T4 NO M0). Immunotherapy with ce-
miplimab 350 mg i.v. every 21 days was initiated. After 6 therapeutic cycles decrease of
erythema and desquamation was registered. In 2022 the patient had an ischemic stroke,
decompensated heart failure and acute kidney insufficiency. Unfortunately the patient died.
Conclusions: Patients undergoing long-term hydroxyurea treatment are prone to develop
multiple squamous cell carcinomas of the skin and are subject to regular dermatological
examinations.

Key words: squamous cell carcinoma of the skin, essential thrombocythemia, hydroxyurea, ce-
miplimab

Corresponding author: Preslav Vasilev, MD, Department of Dermatology and Venereology, Faculty
of Medicine, Medical University — Pleven, 91, General Vladimir Vazov str. 6800 Pleven, Bulgaria,
e-mail: preslav.vasilev@abv.bg

Received: 11 October 2023; Revised/Accepted: 12 December 2023

Acta Medica Bulgarica, 2024, 51 (2) 49



Case Rep Dermatol 2013;5:210-214

Case Reports in
DOI: 10.1159/000354572 © 2013 S. Karger AG, Basel
Derm a 0|ogy Published online: August 7, 2013 1662-6567/13/0052-0210%$38.00/0
www.karger.com/cde

This is an Open Access article licensed under the terms of the Creative Commons
Attribution-NonCommercial 3.0 Unported license (CC BY-NC) (www.karger.com/OA-
license), applicable to the online version of the article only. Distribution permitted for non-
commercial purposes only.

Acral Peeling Skin Syndrome
Resembling Epidermolysis Bullosa
Simplex in a 10-Month-Old Boy

S. Kavaklieva® I Yordanova® L. Bruckner-Tuderman® C. Has®

®Royal Lancaster Infirmary, University Hospitals of Morecambe Bay NHS Foundation Trust,
Lancaster, UK; "Department of Dermatology and Venereology, Medical University Pleven,
Pleven, Bulgaria; “Department of Dermatology, University Medical Center Freiburg,
Freiburg, Germany

Key Words
Acral peeling skin syndrome - TGM5 gene - CSTA gene

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
¢.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 AND REVIEW OF THE LITERA-
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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
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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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bullosa with a novel variant in the COL7A1 gene
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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 al chain (COL7AI). 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.(Vall160Ter)] 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

Correspondence to: Dr Slavena Enkova Nikolova, Department of
Medical Genetics, Medical University-Pleven, Center of Medical
Genetics, ‘Dr Georgi Stranski’ University Hospital, 1 St Kliment
Ohridski Street, 5800 Pleven, Bulgaria
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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 al chain
(COL7AI) 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.
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Supplemental content
IMPORTANCE Kindler epidermolysis bullosa is a genetic skin-blistering disease associated with
recessive inherited pathogenic variants in FERMTI, 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 1to 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.
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article.
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Abstract

which are areas of high inflammation in this disease.

premalignant or malignant lesions in KS patients.

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 (SCQ) 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-ree 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,

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

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
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Madrid, Spain

2Hospital Fundacion Jiménez Diaz e Instituto de Investigacion FJD, Madrid,
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B BMC

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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1 | INTRODUCTION

Use of the Infants and Toddlers Dermatology Quality of Life
(InNToDermQol), a dermatology-specific proxy health-related quality
of life (HRQol) instrument for O- to 4-year-old children, has shown
that children with epidermolysis bullosa (EB) experienced the highest
quality of life impact among several skin conditions.® During focus
group discussions, disease-specific problems were revealed which had
not been reported by parents of children with other skin diseases.? 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.® Proxy ratings
can be used to assess HRQoL in very young children.*

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.> 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.® The data resulting from HRQoL assessment may be used for
several different purposes’ 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 InToDermQolL-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 O 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.®> 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.

severity levels. All INnToDermQoL-EB items were confirmed as being of high rele-

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

epidermolysis bullosa, pediatric dermatology, quality of life

The European Academy of Dermatology and Venereology Task
Force on QoL and patient-oriented outcomes recommends using the

word “quimp”® (

quality of life impairment) in routine clinical work and
research’ 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.2°

Pain is a well-known symptom in EB patients.*! In our study, from
70% to almost 90% of parents reported pain in their children with
EB. In the study by Snauwaert et al,*2 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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Summary

Squamous cell carcinoma of the skin (SCCs) accounts
for 20-30% of non-melanoma skin cancers, resulting
in 1 million cases in the United States annually.
The risk of developing SCCs increases annually,
and this process will likely be continued because of
the aging population. We investigated 355 patients
with histopathologically confirmed SCCs. We rated
the age- and sex-related incidence, risk factors,
localisation, pathological features, staging systems
and treatment, and the recurrence and mortality rates
of the tumours. Staging and risk stratification for
recurrence and metastases is significant. Most SCCs
are successfully treated surgically, with a small subset
of carcinomas leading to recurrence, metastasis, and
death. Patients with advanced and metastatic disease
are often inappropriate for surgical and radiation
therapy. We present the first study on squamous cell
carcinoma of the skin conducted for the population of
the Pleven and Lovech regions of Bulgaria.
Keywords: squamous cell carcinoma of the skin,
epidemiology, treatment, recurrence, mortality

Introduction

Non-melanoma skin cancers, known as
keratinocyte carcinomas, are a group of skin
diseases which start their development from the
epidermis. Squamous cell carcinoma of the skin
(SCCs) accounts for 30% of non-melanoma skin
tumours. It is the second most common tumour
in the human organism, with more than 1 million
cases per year in the USA [1]. A comparative
study of the incidence of SCCs between 1976
— 1984 and 2000 — 2010 from Mayo Clinic
showed an increase of 263% in the second
period [2]. Karia et al. reported that 5604 to 12
572 patients suffering from SCCs developed
metastasis in lymph nodes, and between 3932
and 8791 patients died from the disease in 2012
in the USA population [3]. It is estimated that the
rates of SCCs are higher in southern and central
USA, where the mortality of SCCs is identical
to kidney and oropharyngeal carcinoma and
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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,

J of IMAB. 2023 Oct-Dec;29(4)

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://www.journal-imab-bg.org 5139
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ABSTRACT 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 CDS, 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.

Original Article | Dermatol Pract Concept. 2024;14(3):e2024176
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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 and milia on the face, thorax and extremities.
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
low hemoglobin 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

FIGURE 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 IIA (T3 NO MO).

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

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.
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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.
la, 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
(ITF) on human esophagus substrate revealed circulating
IgG anti-BMZ antibodies at a titer of 1:80 (Fig. 4).
ELISABP180ONCI16A (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.

/' J of IMAB. 2014, vol. 20, issue 6 /
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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-
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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 la, 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
Img/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.

! J of IMAB. 2015, vol. 21, issue 4/
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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.
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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 ware no
pathological changes in the mucous membranes and skin
appendages. Peripheral lymph nodes ware 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
/1), 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,

J of IMAB. 2017 Apr-Jun;23(2)
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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?).

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-Dsgl,
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 Behget’s disease
(HLA-B51). The only abnormal laboratory finding was an
IgA monoclonal gammopathy, type IgA lambda as detected
by immunofixation. 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 infiltrate consisting of neutrophils
and, to a lesser extent, mononuclear cells and eosinophils
(Figure 2a). Signs of leukocytoclastic vasculitis with endo-
thelial swelling, deposits of eosinophilic fibrinoid material
and leukocytoclasia were seen (Figure 2b). 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).

© 2018 Deutsche Dermatologische Gesellschaft (DDG). Published by John Wiley & Sons Ltd. | JDDG | 1610-0379/2018/1605

Check for
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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].

Jof IMAB. 2019 Jan-Mar;25(1)

https://www.journal-imab-bg.org

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
(11.9x10%/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
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Summary

Acne vulgaris is among the commonest inflammatory
skin diseases affecting pilosebaceous units. It occurs
mainly in puberty and affects adolescents at the age of 14-
19 years both females and males, in relation to sebum
production of hair follicles under the action of sex
hormones. Clinically the disease is presented with
comedones, papules, pustules, nodules and scars in some
cases. Seborrheic areas face, chest and back are affected.
Recent epidemiologic studies have shown significant
number of female patients aged over 25 years with acne
and the term Adult onset acne (AOA) was established. The
latter is manifested clinically in the lower third of the face.
Primary etiological cause of AOA is a hormonal
imbalance, mainly hyperandrogenemia. A case of a 25-
year-old woman with adult acne and elevated levels of
testosterone and prolactine is presented in this paper.

Key words: acne vulgaris, adult onset acne,
hyperandrogenemia

Introduction

Acne vulgaris is among the commonest
inflammatory skin diseases affecting pilosebaceous
units. It occurs mainly in puberty and affects
adolescents at the age of 14-19 years both females
and males, in relation to sebum production of hair
follicles under the action of sex hormones. Clinically
the disease is presented with comedones, papules,
pustules, nodules and scars in some cases.
Seborrheic areas, face, chest and back are affected [1,
2]. Pathogenesis of the disease consists of microbial
colonization of pilosebaceous units with
Propionibacterium acnes, hyperkeratinization and
obstruction of sebaceous follicles as a result of
abnormal keratinization of the infundibullar
epithelium and subsequent perifollicular
inflammation. One of the most important
pathogenetic factors is the androgenic stimulation of
sebaceous glands [3]. Significant number of female
patients aged over 25 years with acne has shown in
the recent epidemiologic studies [4-6]. The term
Adult onset acne was established by Kaur et al. in
2006 [4].
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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
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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

J of IMAB. 2020 Apr-Jun;26(2)
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Summary

Cutaneous demodicosis (CD) is a pilosebaceous
unit disease, overlapping clinically with other facial
dermatoses, mainly rosacea, and acne. It is usually
improved by acaricidal monotherapy. This study
investigates the association of CD with metabolic
disturbances. It was conducted with 141 patients with
primary and secondary CD. The study investigated
the correlation between CD and dyslipidemia based
on disturbances in total cholesterol (TC) and Low-
Density Lipoproteins (LDL) and between CD and
impaired glucose tolerance, diagnosed with elevated
fasting blood sugar levels, 120 minutes blood sugar
levels in oral glucose tolerance test (OGTT) and
the mathematically calculated Homeostatic Model
Assessment for Insulin Resistance (HOMA-IR)
index. The study results were verified with control
groups. It was established that patients with CD
do not show statistically significant deviations in
serum lipoproteins compared with the control group.
However, the patients with CD tended to have impaired
glucose tolerance, demonstrated with elevated fasting
glucose levels and elevated HOMA-IR, compared
to the control group. Interestingly enough, the
tendency towards prediabetes and diabetes was not
confirmed by the 120 minutes blood glucose levels
of the OGTT. The presented data confirm the need
for testing impaired glucose tolerance in every patient
with cutaneous demodicosis. Based on the presented
evidence, it is recommended to perform the screening
by evaluating fasting glucose levels and fasting
insulin levels, followed by calculating the HOMA-IR
index.

Keywords: cutaneous demodicosis, rosacea,
dyslipidemia, prediabetes, diabetes

Introduction

The cutaneous demodicosis (CD) is a
pilosebaceous unit disease associated with the
human Demodex mites, affecting mainly the face
and head areas. From a clinical point of view, it
is divided into primary, unassociated with other
facial dermatoses, and secondary, associated
with another facial dermatosis [1]. Although
cutaneous demodicosis is a distinct disease
sui generis, clinically, it often resembles other
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PE3IOME

Bueenenne: Ilonstuero Pemphigus obGenunspa
rpyna >»HBOTO3acTpallaBallli aBTOUMYHHH OYyJI03HU
JIe€pMaTO3H, XapaKTEPU3HPALLH CE C MosiBaTa Ha OyJIu U
€pO3UH BbPXY KOXKaTa ¥ BUIHUMHUTE TUraBuuH. [Ipenu
epara Ha MMYHOCYNPECHBHATa TEpamusi MpOrHo3ara
Ha 3a00/1BaHeTO € (haTaiHa, HO MOHACTOSIIEM MOBHU-
IIeHaTa NPEXHMBAEMOCT YECTO € 3a CMETKa Ha CTpa-
HUYHUTE €()EKTH U BIOLICHOTO KAYE€CTBO Ha KMBOT HA
OonHHTE, HAll-4€CTO B PE3yATaT OT MPOABIKUTETHA-
Ta KOpTHKocTepouaHa Tepanus. [Ipensua daxra, ge
neM(uUrycsT € paako 3abonsBaHe, B MPaKTHKATa UMa
OrpaHu4eH Opoi NMPOCNEKTHBHU KOHTPOJIMPAHH IMPO-
Y4YBaHHMsl, KaCa€llld HETOBOTO JICYEHHE, KOETO Bapupa
B OTAEIHHWTE CTPAHU MOPAAM PA3THUUYHUETO B aIMHUHH-
CTPaTUBHHUTE ypeNAOH U UKOHOMUYECKHUTE PEAIHOCTH.
C HaBiu3aHeTO Ha OMONOrMYHATA TEpanus B pa3ivy-
HHU c(pepu Ha MeIMLIMHATA, CTaHa Bb3MOKHO TaKaBa /1a
Ce MpuJara v 3a jie4eHueTo Ha nemouryc. Hackopo B
Espona u CAIIl npenaparsT rituximab e onoGpen 3a
MPUJIOKEHUE KaTO MbPBA JINHUS HA JICYECHHE B CIIyYau-
T€ HA YMEPEH U TEXbK nempuryc Byarapuc. B ynucon
C T€3u IpPOMeHH, B brarapus rituximab e moxe na
Oble mpuiIaraH B CllyyauTe Ha PE3UCTEHTHH M TEXKKH
bopmu Ha nemduryc Byrapuc.

Iesn: [lenTa Ha HACTOSIIKS KOHCEHCYC € O] €TH-
nara Ha bBIrapckoTo aepMaToONOrHYHO APYKECTBO
(BA1) na ce obenuHM ABITOrOAWIIHMS ONMUT Ha CIie-
[IHAJIMCTUTE-/IEPMATOI031 B bbarapus, na ce yTBbp-
JAT ChUIECTBYBAIUTE TPAJAULUOHHHA CXEMH 3a JMar-
HOCTHKA U JICYCHHE Ha 3a00JIABaHUATA OT meMduryc-
Hara rpymna  Jia ceé OCbBPEMEHST CIOPE. MOCIEIHHUTE
€BPONEHCKH U CBETOBHH NPENOPBKU HAa €KCIIEPTUTE B
Ta3u ob6JacT.

Pesynraru: OGchauxa ce U ce akTyaaM3upaxa oc-
HOBHHTE MPENOPHKHM 3a TUArHOCTHKA U JICYEHHE Ha T1a-
LuMeHTHTe ¢ nemduryc B Buarapus ¢ orien BbBexIa-
HETO B MPAKTUKaTa Ha JONBJIHUTEITHH METOIH M CXEMU
3a W3CIIEBAHE M TMPOCIIeAsBaHe Ha OOIHHUTE, KAaKTO U
HaJIMYMETO Ha HOBU TE€PANEeBTHYHH Bb3MOKHOCTH. Du-
HaJIHAaTa BEPCHUs Ha TO3HM KOHCEHCYC B3eMa I10J] BHUMa-
HHE MOCTHIIMIINTE 3a0€IEKKH, KOPEKIIUH U MHEHHUS Ha
YIEHOBETE HA CbOTBETHUTE pabOTHU 3BEHA, y4aCTBAJIH
NpH MpUeMaHeTo My. B 1onbiHeHue, npueture npermno-
PBKH O0TpassiBaT OOLIONPHETH EBPOMECHCKH M CBETOBHH
TEH/IEHIIMHU, CbOOPA3€HHU C JIOKATHHUTE NMPAKTUKH U Bb3-
MOKHOCTH.

3akiouenue: IIpueTute U yTBBPIAEHH MPENOPD-
ki Ha BJIJ] npenocTaBaT Ha KIMHUIMCTUTE MOAPOOHA
MH(OpMAalKsi OTHOCHO ChbBPEMEHHHTE HACOKH B JMar-
HOCTHKaTa W JIEYEHUETO Ha nemuryc B boarapus. Te
OTpa3sgBaT KOMIUIEKCHHS TOMAXOJ KbM 3a00JIIBaHETO,
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HEOOXOIUMHUTE I'PpHXKH 3a KOXKaTa B €)XCHCBHATA ITpaK-
THKa U CTPEMEKA KbM HOIIOGpﬂBaHe Ka4€CTBOTO HaA KH-
BOT Ha MMAaLIMCHTHUTE.

ABSTRACT

Introduction: The term Pemphigus represents a
group of life threatening autoimmune bullous derma-
toses characterized by blister formation on the skin
and mucous membranes. The prognosis of the disease
was fatal before the era of immunosuppressive thera-
py, but nowadays the increased survival rate is often
related to numerous side effects and poor quality of
life, mainly due to the prolonged corticosteroid ther-
apy. Having in mind that pemphigus is a rare disease
there are only isolated prospective controlled studies
on its treatment which shows great variety in the dif-
ferent countries due to specificity in their administra-
tive regulations and economic realities. Introduction
of biologicals in numerous fields of medicine made
their use in pemphigus also possible. Recently, both
in Europe and the US rituximab was approved as first
line treatment in moderate to severe pemphigus vul-
garis. Following closely the acquired experience in
this area, in Bulgaria the administration of rituximab
will be possible in recalcitrant and severe cases of
pemphigus vulgaris.

Objectives: The aim of the present consensus was
with the help of the Bulgarian Dermatological Society
to unify the long-term experience of Bulgarian derma-
tologists, to affirm the existing traditional diagnostic
and therapeutic methods in pemphigus and to update
them in accordance with the latest European and world
recommendations of experts in this field.

Results: The main recommendations for diagnosis
and treatment of pemphigus patients in Bulgaria were
thoroughly discussed and updated in order to facilitate
the introduction of additional methods and protocols
of examination and follow-up, as well as of new ther-
apeutic options. The final version of this consensus
takes into consideration all the notes, corrections and
opinions of the members of the respective working
groups participating in its approval. In addition, the
approved recommendations reflect widely accepted
European and world tendencies but also respect the
local practice and realities.

Conclusion: The approved recommendations of
the Bulgarian Dermatological Society provide to the
clinicians detailed information on the contemporary
trends in the diagnosis and treatment of pemphigus in
Bulgaria. They reflect the complex approach towards
the disease, the skin care in everyday practice and the
attempt for improving of patients’ quality of life.
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Bullous Pemphigoid After Treatment of Scabies with
Permethrin Cream 5%: Association Or Coincidence?
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Peslome

Bbyao3nusim nem¢uzoug npunagaeku kbm 2pynama
Ha aBmoumMyHHume OyAo3HU gepmamo3su, xapak-
mepusupawu ce ¢ obpaszyBane Ha cybenugepmaa-
HU Mexypu u aBmoanmumeaa, HACOUYEHU cpeuly
cmpykmypHu npomeuHu Ha XxeMmuge3Mo3omume.
Mugyuupanemo na 3aboasiBanemo moke ga Obge
npoBokupano om Hsikou ackapcmBa u pazauunu pu-
3uuHu ¢pakmopu. [IpegecmaBs ce 53-zoguwien Mok ¢
Oyao3en nem¢puzoug, omkalouen Ha pona Ha AeueHue
Ha scabies ¢ permethrin cream 5%. [Tamoao2uunu-
me koknu npomeHnu anzakupam auuemo, mopca,
2opHume u goaHume kpatinuuu, ckpomyma u ebhku-
me. [IpegcmaBsm ce om mnokecmBo nanpeznamu
OyAu, usnbAHEHU cbC cepo3en ekcygam u epo3uBHo-

Abstract

Bullous pemphigoid belongs to the group of au-
toimmune bullous dermatoses characterized by
the formation of subepidermal blisters and au-
toantibodies directed against structural proteins
of hemidesmozoms. The induction of the disease
may be provoked by certain medications and other
physical factors. We present 53-year-old man with
bullous pemphigoid, developed during the treat-
ment of scabies with permethrin cream 5%. Patho-
logical skin changes involved the face, trunk, up-
per and lower extremities, scrotum and folds and
presented by many tense filled with serous fluid
bullas and erosive lesions. The diagnosis Bul-
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kpycmosnu ae3uu. ITuazHozama Gyao3eH nemduzo-
ug e nocmaBena Bvb3 ocHoBa Ha pezyamamume om
XuCmonamoAO2U4HOMO u3caegBane, gupekmnama
u ungupekmuama umyHodayopecuenuusi, u ELISA-
BPAG2. 3aboasiBanemo ce noBausiBa 66p30 caeg Ae-
yeHue cbe cucmeMHu kopmukocmepougu. B npeg-
cmaBenust cayuall ce obcbkga gudepeHuyuaanama
guazHo3a ¢ psigko cpewanama ¢opma Ha scabies
bullosa, kakmo u Be3moknocmume 3a nosiBa na Oy-
Ao03eH nemduzoug B acouuauusi cbe scabies u npuao-
’kenuemo Ha Permethrin cream 5%.

KalouoBu gymu: Oyaozen nemo¢puzoug, scabies
bullosa, permethrin

lous pemphigoid is made based on the results of
the histopathological examination, direct and in-
direct immunofluorescence and ELISA-BPAG?2.
The disease responds rapidly after treatment with
systemic corticosteroids. In the case presented we
discuss the differential diagnosis with a rare form
of scabies bullosa, and the possibilities of occur-
rence of bullous pemphigoid in association with
scabies and application of Permethrin cream 5%.

Keywords: bullous pemphigoid, bullous scabies,
permethrin
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PE3IOME

IIpencrassme 50-rofuiHa JKeHa ¢ pAaHUYKH 10
pTPEIIHATA TIOBBPXHOCT Ha Oy3UTe OT 2 T'OJUHH,
TeKyBaHa OT CTOMATOJIO3H M XOMEOoIaTu 0e3 1Mo10-
dpeHue. 3a00IsIBaHETO MPOTHYA TPOTPECUPAIIIO C
DYJI03HO-EPO3UBHU JIE3UN U 3acATaHe Ha TOJIEMH
UIOIIM OT KOXKaTa Ha JIMIIETO, TOPCa U I'bHKHUTE.
DT HSKOJIKO TOJMHN HE KOHCYMHpa MECO U KapTo-
bu, xpaHu ce 0OCHOBHO ¢ prba, GPOKOIH ¥ acIep-
KU, TJI0710Be. [1aTONOTHYHUTE KOKHH MPOMEHH
\HTKUPAT JIUIETO, TOPCA, BhHIIHUTE IT€HUTAINN
1 KpaninumuTte. [Ipencrassar ce ot xyabaBu, 3Ha-
IUTEITHU TI0 pa3MepH Oynu, U3ITBJIHEHN ¢ OUCTPO
“bABPKUMO, OOHIMPHU W JIECHO KBPBSIIH €PO-
UM, TIOKPUTH C OeNne3HWKaBu Hajenud. Bumumu
TUTaBULM — JIECHO KBPBAIIU CPO3MBHH JIC3UU B
DOIacTTa Ha yCTHA M OykasHa aurasuia. Kocmu
- JINTICA Ha KOCMUTE T10 TOPEH U JI0JICH KIenay Ha
[ICHOTO OKO. OT mapakjMHUKATa CE yCTaHOBHXA
IHEMMS, TPOMOOLMTONEHUS W XHI0AJOyMUHE-
vust. [upexktHa wumyHoduoypecuenims (D)
1a IIepHIe3noHaNHa Koka nokaza [ Pemphigus
rulgaris. [lopamu BiOIIaBaHe CTOMHOCTUTE Ha
KEMATOJIOTMYHUTE MOKa3aTeNu u ObP30TO MPorpe-
“MPAHE HA €pPO3UBHUTE JIE3WH, MalMEHTKaTa Oelie
IpueTa B KiMHuKa 10 aHEeCTE3MOJIOTHS M PeaHu-
varus. [Iposene ce nmeuenue ¢ Cyclophosphamide
ouls i.v. 1000 mr. u Dexamethason 32 wmr/mH.,
"UCTEeMHA aHTHOWOTHUIIM, WHTCH3MBHHU DPEaHHUMA-
[MOHHHU MEPOIIPUATHSI, TTAPEHTEPATHO XPAHECHE U

CTEpPHUIHK MpeBpb3kH. CTabWiIM3upaHeTo Ha Xe-
MATOJIOTMYHNTE U OMOXUMUYHM TOKA3aTeIH M03-
BOJIM IIpPEBEXIaHe Ha TanueHTkara B OTaenemHme
IO IJIACTUYHA W PEKOHCTPYKTUBHA XHUPYPIHSL.
ITpm m3nucBaHeTo Oelle MOCTUTHATA YaCTUYHA
EIMUTENIN3alMsl Ha epo3uBHHUTE Je3ud. Haznaum
ce cucremHa tepamms ¢ Cyclophosphamide Taour.
100 mg./na. m Dexamethason ta6n. 2,5 mg./mo.
[TosiBara Ha HOBHM OynM U €pO3MHM MO TOPCa MECEIl
I0-KBbCHO HAJOXKHK HOBa Xocmuranu3anus B Kox-
Ha KIYMHUKA — [[1eBeH, KbIETO ce MpOoBee HHTpa-
BeHO3Ha myncoBa Tepanms ¢ Cyclophosphamide
¢mak. 1000 mg. u Dexamethason amr. 4 mg. Kem
HACTOSIIMS MOMEHT OOJTHATa TpHeMa IMOIIbpKa-
ma cucremHa tepanus ¢ Cyclophosphamide Ta6a.
o 50 mg/nH. u ¢ Dexamethason Ta6x. mo 2 mg./
IH. Pesyntartute oT MynTHIECTEKTOPHA KOMITIOTHP-
Ha ToMorpadus IoKa3axa, ye JIMICBAT JaHHU 3a
o0eMeH ¥ Bb3MaJUTENIeH TpoIlec B 0OnacTra Ha
IPBIHMS KoL, a0JIoMEHa U MaJIKUSI Ta3.

KirouoBu gymu: Pemphigus vulgaris, quera,
Cyclophosphamide

SUMMARY

We present a 50-year-old female patient suf-
fering from erosions on the cheek's mucousa for
about 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

IIpencrapsime 64-roguiiHa >KeHa C OILIAKBA-
HUS OT ChJI3EHE U 3a4epPBSBaHE MBPBO Ha JACHO, a
BIIOCJIEICTBUE U Ha JISIBO OKO C JaBHOCT OT MECELL
nexemBpu 2015 rommHa. [TocTerneHHO HaACThIIBA
(porodobus, HamaIeHNE Ha 3PEHHUETO, KATO IIPE3
Mmecel (eBpyapu 2016 manmeHTKara BUXKIA CaMO
cuiryeTd. OT COMaTHYHUST CTATyC HE C€ YCTaHO-
BHXa MAaTOJOTUYHU OTKIOHEHHMS II0 OTHOILIEHHE Ha
JUXarelHaTa M ChbpIAeYHO-ChJOBATA W HEPBHATA
cucreMHr. IIaTonorMuHUTE MPOMEHM aHTaKUpaxa
MYKO3HHUTE MEMOpPaHH Ha JABETE OYH M CE TPEICTa-
BsiXa OT 3a4epBsiBaHe 1 GUOPo3a Ha KOHIOHKTHBUTE
1o ¢opmupane Ha symblepharon. Pyrunnure na-
OopatopHU n3cnenBanus (IbJHA KPbBHA KapTHHA,
OHMOXMMHUSA U YpUHA) HE YCTAaHOBHMXA [AaTONOMMYHU
OTKJIOHEHHUS. JIupeKTHaTa UMYHO(IOypeCIEHIUsI
(AU®D) ot nuraBuia (KOHIOHKTHBA) JOKA3a: JINHE-
apo otnarane Ha IgG (+) u C3 (++) mo xoma Ha
OazanHara memOpana. Ha Gasara Ha anamHecTH4-
HUTE JAHHU, KIMHUYHATA KapTHHA U PE3YIATATUTE
OT IapaKIMHUYHUTE U3CIIEABAHUS Oellie oCTaBe-
Ha nuargosara L{ukarpusupann GynozeH nemdu-
roun. IIposene ce cnennoro neuenue: CuCTEMHO
¢ Methylpednisolone B monwmkasamu n03u ot 80
mg. i.m./nHeBHO 70 28 mg. i.m./IHEBHO M JIOKAIHA
tepanus ¢ Dexpanthenol® 5% collyr, Tobramycin/
Dexamethasonecollyr 3mg/1mg/ml, Ciprofloxacin
0.3% collyr, Gentamycin ung. Benre n3BbpuieHa
ornepanus Ha JSICHO OKO, BKJTFOUBAIAa TPAHCILIaH-
Talus OT yCTHa Myko3a 3a Symblepharon, kakto
U omepanuu 3a entropion u trichiasis Ha ropen u
JIONEH JEeCeH Kiemnad. PesymararsT Ha mecTus
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CLINICAL CASE OF CICATRICIAL PEMPHIGOID WITH OCULAR INVOLVEMENT

Desislava D. Tsvetanova* Snejana V. Murgova***, Klimentina D. Gospodmova" Kosara
V. Drenovska** Snejina G. Vassileva**, Ivelina A. Yordanova* Chavdar B Balabanov***

*Department of Dermatology, venereology and allergology, MF, Medical University, Pleven
**Department of Dermatology and Venereology, MF, Medical University, Sofia ,
***Department of Ophthalmology, Otorhynolaringology and maxillo faczal surgerjy, ]\4F Division

MECEIl OT Je4eHueTo Oemie cBOOOIHO TOABMIKHA
ouHa A0b1Ka 1 monobpeH visus oculi. ITarenTka-
Ta BIDKJA IPEIMETH Ha Pa3CTOSHUE OT JIBa IIPHCTa
npez oxoro. IIpeacrosaT oue onepanuu Ha JASICHO
Y JIIBO OKO.

KirouoBu gymu: I{ukarpusupari nempurons,
symblepharon, entropion, trichiasis

SUMMARY

We are presenting a 64-years-old female patient
with complaints of lacrimation and redness, first
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 of the labora-
tory tests, cicatricial bullous pemphigoid was diag-
nosed. The following treatment was administered:
Systemic treatment with Methylprednisolone at
tapering doses of 80 mg/day i. m. to 28 mg/day
im. and topical treatment with Dexpanthenol®
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BbBEJAEHUE

Epidermolysis bullosa (EB) e nons-
TUe, W3MON3BaHO 3a MbPBY MbT Mpeaw
noseye o1 Bek ot Koebner (1886) 3a onu-
CaHMe Ha HacneacTBEHO KOXHO 3abo-
NABaHe, NposBABaLlo ce ¢ obpasyBaHe
Ha Mexypu Mo KoxaTa, NPUYMHEHU OT
TpaBMa WY NOABABALUM C€ CMOHTAHHO.
MoHacTosuem TepmuHbT Epidermolysis
bullosa hereditaria xapakTepn3upa egHa
KNUHWYHO, FEHETNYHO 1 BUONOTNYHO Xe-
TEpPOreHHa rpyna oT HacnefACcTBeHY 3a60-
NIABaHA, KOUTO Ce MPOABABAT C MeXypw
Mo KoXaTa W NUraBuLmnTe, Bb3HUKBALLK
HEMOCPEACTBEHO WAW CKOPO Cnef pax-
paHeTo. Bb3 OCHOBa Ha ynTpacTpyKTyp-
HOTO HMBO Ha 0bpa3yBaHe Ha mexypuTe
1 KNHUYHWTE KpuTepui Ha Pearson, ba-
3upalyy ce Ha MopdonoruaTa Ha nesnnte
1 TAXHATa NOKanm3aums, nauneHTuTe ce
pa3gensat B 3 rnasHu rpynu — EB simplex,
EB junctionalis, EB dystrophica. bonect-
HOCTTa 3a BCcnuky Tunose EB B bbnrapusa
e 8,6/1 mnH. HaceneHue (1). MpepcraBame
cnyyan Ha pelecuBHa EB dystrophica.

OMUCAHUE HA CNYYAI

Kacae ce 3a Kbpmaye Ha 20-gHeBHa
Bb3pacT, non X. ot rp. Pyce, poaeHo ot
|-8a HopmanHo npoTekna GpemeHHOCT
upe3 Sectio Caesarea, C KNMMHUKO-MOPdO-
NOTUYHN [aHHU 3@ MHTpayTepuHHa Xu-
notpodua, Terno npu paxpaHeto 2200
rp, pbcT 43 cm. HenocpeactseHo cnef
paX<faHeTo e ycTaHOBEeHa NINMCa Ha KoxXa
B 006nacTTa Ha AscHa nopbeapuua, epo-
3MBHU MPOMEHWN NO METUTE U FNe3eHunTe.
Mocnegsa 6bp30 0bpa3yBaHe Ha HOBU
0yno3Ho-epo3nBHU ne3uu. Jluncea da-
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MuiHa obpemeHeHocT. OT obwma cTaTyc
Ce YCTaHOBW 3amna3eHo 0610 CbCToAHNMe.
CCCn 6an gpob — putMmnyHa Hopmodpe-
KBEHTHA CbpfeyHa AENHOCT, N30CTPEHO
BE3MKy/apHo AulwaHe. Kopem — mek, 6e3
opraHomeranua. HopmaneH HeBpono-
rMyeH cTatyc. [lepmatonornyeH cratyc:
MaTonornyHuTe KOXHM MPOMEHU aHra-

Que. 1. Epo3usHo-6yn03Hu 1e3uu no
KoXama Ha cedanuujemo u kpatiHuyume

Que. 2. Epo3usHo-6y103HU 1€3uu no
KoXama Ha cedanuwjemo u KpadHuyume

FINTTE g

Quea. 3. EneKmpoHHa MUKpOCKONUA Ha
J1e3uoHanHa koxa (ye.x 6000). Cybenu-
depmaneH mexyp. Lamina densa o4epma-
84 NOKpUBA Ha Mexypa.

XUpaT NMUeTo, nABaTa MpeaMULLIHUL,
cepanuieTo, nymbocakpanHata obnacrt,
ABeTe xogwuna W npefgHa MOBbPXHOCT
Ha pAacHa nogbeppuua. lNpeacTasaT ce
OT OOWMPHN €pOo3UBHO-OYNO3HN ne3nn
(¢pue. 1, 2). Epo3nBHM ne3nm no ycTHuTe,
e3nka n bykanHata nurasuua. HokbTHa
AnCcTpodus Ha NPBLCTUTE Ha Kpakarta.
MpoBeaeHn w3cnepgBaHua: Jluncear
OTK/MOHEHNA B PYTUHHUTE MapaknnHUY-
HU n3cnegBanns. MukpobronornyHoto
13CneaBaHe OT epo3nBHa Nle3na yCTaHo-
BaBa Enterococcus faecalis. Xucronato-
NIOTMYHOTO M3CnefBaHe Ha buoncua ot
ne3noHanHa koxa (HE) noka3ea Hanuuve
Ha cybenupgepmaneH mexyp. EnektpoH-
HO-MWUKPOCKOMNCKOTO W3C/efiBaHe YcTa-
HOBfBa Cenapauws B ilepMo-envaepman-
HaTa rpaHMYyHa 30Ha Ha HuBO sublamina
densa. MoKpMBBT Ha Mexypa e oyepTaH
ot lamina densa u BKnuYBa xemupge-
cmo3ommte U lamina lucida; nuncsat
3aKkoTBAWwwM ¢ubpunn (¢ue.3) MNpu nH-
AVPEeKTHa UMyHObNyopecueHUMa Bbp-
Xy 3aMpa3eHu Cpe3n OT WHTAKTHa KoXa
(T.Hap. Antigen mapping) ce obekTuBu-
31pa No3nNTUBHO cBeTeHe 3a Pankeratin,
Plectin, Collagen XVII/BP 180, Laminin
332 (BM1 cpeuty a3-Bepurata Ha laminin),
a6-Integrin, B4-Integrin n Collagen IV. He
ce Bu3yanusupa ¢nyopecueHuua npu
n3cnefBaHe C MOHOKIIOHANHO aHTUTANO
LH 7,2, HacoueHo cpeuyy NC1-yyactbka
oT cTpyKTypata Ha KonareH VII (¢ur.4).
OT nepudepHa KpbB (MumdounTn) ot ge-
TETO 1 BamaTta My pogutenn be ekcrpa-
xvpaHa reHomHa [IHK n 6e nposepeH
OHK myTtareHeH aHanu3 3a yTouHsABaHe
KOHKpeTHaTa reHeTnYyHa MyTauma B ce-
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Diagnosis, Treatment and Prognosis in Neonates with
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Peslome

[TpegcmaBsame gBa cayuast na Bpogena Gyaosna
enugepmoausa - Epidermolysis bullosa simplex u
Epidermolysis bullosa junctionalis Herlitz (letalis),
guaznocmuuupadu u HabalogaBanu 8 Kaunukama
no koxknu u Benepuuecku 3a6oasiBanus 8 ITacBen.
OcnoBrusm akuenm e nocmaBen Bopxy couBpe-
Mennume Bu3mokHocmu 3a panna guaznocmuka
Ha 3ab0asiBanemo upe3 ungupekmua umyHO(Ay-
opecuenuus (Antigen mapping), kakmo u Bopxy
ycAozkHeHUsIma u npozHO3ama My No OmMHOWEHUE
’kuBoma na nauuenmume. Paszaeganu ca ocnoBHU-
me 2puzku, koumo mps66a ga ce nosazam 3a ko-
’kama, aeuenuemo u xpaHesemo Ha HoBopogenu ¢
Bpogena Oyao3na enugepmoausa.

KalouoBu gymu: Epidermolysis bullosa sim-
plex, Epidermolysis bullosa junctionalis Herlitz (le-
talis), Antigen 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 bullosa junctionalis Herlitz (letalis), An-
tigen mapping

BovBegenue

Epidermolysis bullosa heridaria (EBH) oGe-
gunsiBa xemepozenna epyna om Bpogenu koxknu
3aboasiBanusi, koumo ce nposBsBam c¢ Mexypu no
kokama u auzaBuuume, o6pasyBawu ce caeg mpaB-
Ma u mpuene. B nezoBomo Hacmosuio 3navenue
nonsimuemo Epidermolysis bullosa (EB) e mBovpge
HemouHo, meli kamo 3azamBa, ue mexypume ce goa-
kam na ,,ausuc” - pasnagane na enugepmuca, koemo
6 geticmBumeanocm ce omuacst camo go egna om
eaaBrume Gpopmu Ha 3a6oasiBanemo — Epidermolysis
bullosa simplex. Benpeku moBa naumenoBanuemo
¢ wupoko u3noa3BaHo om gepmMamoAo3u, 2eHemu-
uu u gpyeu cneuuasucmu, koemo e npuuusa mo ga
Cceé 3anasu u go guec. Be3 ocnoBa na yxmpacmpyk-
mypHomo HuBo na Mexypume B8 gepmo-enugep-
MaAHama epanuvna 3ona, EBH ce pasgeast na mpu
eaaBau muna — Epidermolysis bullosa simplex,
Epidermolysis bullosa junctionalis, Epidermolysis
bullosa dystrophica. CewecmByBam wmnozkecmBo
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KOHCEHCVYC

KoHnceHncycwT € npuer Ha 3aceaHue Ha YIpa-
BUTEIHUS ChBET Ha BBITapckoTo 1epMaToornyHo
npyxxectBo Ha 18 Mapt 2017 T. cbBMeCTHO ¢ Bozie-
M OBJITApPCKH CIIEIUAIMCTH B 00JIacTTa Ha JIepMa-
TOJOTHATA W OHKOAEPMATOJNIOTHSATA, TEeAUATPHUSITA,
XHPYprusita 1 Mop(oJoruyHaTa JTUarHOCTHKA Ha
KOXKara.

Onpenesenne u narorene3a Ha Epidermo-ly-
sis bullosa hereditaria

Tepmunbt Epidermolysis bullosa heriditaria
(EBH) xapakrepusupa eHa KIMHAYHO, TCHETHYHO
1 OMOJIOTUYHO XETEepPOTeHHA TpyIa OT HaclelICTBe-
HU 3a00JIsIBaHUS, KOUTO C€ TPOSBSABAT C MEXYPH T10
KO)KaTa W JIMIaBULUTE, Bb3HUKBALIM CIOHTAHHO
WJIM 10-4ecTo B pe3ynrar Ha TpaBma [1]. EBH uec-
TO C€ OIMCBA KaTO ‘““MeXaH0-0yII03HO™ 3a00IsBaHe,
T.€. TpaBMaTa M TPUEHETO BbPXY KoXKara MpPeanus3-
BUKBaT 00pa3zyBaHe Ha MexypH. Texxectra Ha 3a00-
JSIBAHETO Bapupa OT CHBCEM JIeKa KIIMHUYHA U35Ba
IIpU JIOKaJIM3upaHuTe (opMH, C IOsIBA HA CIUHUY-
HU OyJ03HO-€PO3UBHU JIE3UM [0 KO)Kara M He3Ha-
qyuTeneH eeKT BbpXy KaueCTBOTO Ha KUBOT Ha Ta-
LUEHTUTE JI0 TEKKO T'€HEPAIN3UPAHO 3acsATraHe, a B
HSIKOHM OT CJIy4auTe - JI0 JIETAIUTET B paHHA JIeTCKa
BB3pact [2, 3]. IIpogbKUTETHUAT XPOHUYHO-Pe-
LUMBUPAI ¥ IPOTPeCHpaI Xoa Ha OonecTTa, Kak-
TO W JIMTABUYHOTO 3acsraHe IPH TEKKUTE IeHepa-
au3upanu GopmH, MOrar Jia I0BeAaT 10 CUCTEMHHU
YCIOXKHEHUsI — HEZI0XPaHBaHe, TEXKKO M30CTaBaHe
BbB (DU3UUECKOTO pa3BUTHE, aHEMHUS, XPOHHUYHO
BB3MajJieHne U 00SiKa, CTaBHU KOHTPAaKTypH, pas-
ButHe Ha Carcinoma spinocellulare Ha Mecrtara Ha
TPYOHO 3a3apaBsiBamure panu [4]. Hsxom crerm-
¢uanu hopmu EBH ca acoruupanu ¢ 1pyru KOKHA
MIPU3HALM - HOKBTHO 3acsiraHe, ajolenus, XUIep-
MMUTMEHTAIUK, MaJIMO-TUITaHTapHa KepaToAepMus
WM M3BBHKOXKHO 3acsiraHe -MYyCKYJIHa JucTpodus,
nmopHa arpesus [5-8]. Ilo HacTosmem ca ycTaHo-
BEHM I'€HETUYHHUTE MYTAllUU U TAPTeTHU IPOTEHMHU
B JepMO-eNuAepMaiHaTa TrpaHUYHA 30HA, KOUTO
KOpenupar ¢ YCTAaHOBEHUTE KJIMHUYHHM THUIIOBE U
cyoTunose Ha 3aboisiBaneTo [3, 7, 8]. Jlocera He e
U3BECTHO Kay3asHo JieueHue 3a EBH. Jleuenuero e
CHUMITTOMaTHYHO, HY)KHH Ca MYITHANCIAIUITMHAPEH
MEIULMHCKU HOIXOA U OKa3BaHE Ha IICUXOJIOrude-
CKa MOJIKpena Ha OOTHUTE U TEXHUTE OJM3KH.

Pasnpocrpanenue na EBH

Peannoro pasmnpocTtpaHenue Ha 3a00BaHETO B
pa3sNUYHATE CTPaHU HE € TOYHO YCTaHOBEHO. I3-
BECTHO €, Y€ TO 3acAra BCHYKHA PacH U KOHTHHEH-
tH. YecToTata U 3a0071€BaEMOCTTa OT Pa3INYHUTE
¢opmu EBH Bapupa B pasnuunute crpanu. [Ipoyu-
BaHUsl BbpXy enuaemuoiorusita Ha EBH ca u3Bbp-
menu B Hopserus, CeBepna Mpnanaus, Ounian-
mus, lotnanans, XbpBarcka, Anonus, Cayaurcka
Apabus, Oxna Adpuka, JInoms, CALLL [9-15].
Haii-nerainnu ca npoyusanusara B Hopserus, Ce-
BepHa Mpnannus, [otnanaua u @uHinanaus, Bes-

Ka OT KOUTO € C HaceJIeHHE T0-MaJIKO OT 5 MIJIMOHA
[16-18]. Uzuncnenara kM 2001 1. GoaecTHOCT 3a
EBH B bwirapus cropsmMo obmiara 4rciIeHOCT Ha
Opsrapckara nomynanus mokassa ye EBH ce npos-
BsiBa B 8,6 ciyyast/1 mutH. HaceneHue [19].

Hctopuueckn mperyiel Ha KOHCEHCYCHUTe 3a
JMArHocTuka u kiacupukanusia EBH

[IbpBOHAUaIHUTE ONUTH Ja c€ KIacUpuIupar
nauuentute ¢ EBH ca nmpaBeHu Bb3 0CHOBaA Ha JINY-
Hata M (aMuiIHaTa UM HCTOPHS, HAIWYHUETO WIIN
JWrcata Ha crnequ(UYHN KIMHUYHKM KOXKHU TIPH-
3HAIM U U3BBHKOXKHO 3acsAraHe. EjBa mo-kbCcHO 3a-
MOYBa M3ION3BAHETO HA TO-CIIOXKHHU J1a00paTOpHU
TECTOBE 3a AMarHocTuka. HanpenbksT Ha MOsEKy-
JsipHaTa OMOJIOTHS M TeHETHKA BOIM 10 OTKPUBAHE
Ha HOBM TapreTHU I'€HH, KOPEJIUPAI C HOBU KJIH-
HUYHU cyOTHIIOBE Ha 3a0omsBaHeto [20-23]. Toa
Hajlara NnepuoAnYHa PeBHU3Hs Ha KOHCEHCYCHTE 3a
knacudukanus Ha EBH cyOrtunosere, 6asupana Ha
HOBUTE JaHHU — MOJICKYJISIPHY U KIMHUYHU. YeTu-
PH MHTEPHALIMOHAIHN KOHCEHCYCHH CPELIH Ha BO-
nenmy crenuanvucTy B ooiacrra Ha EBH ot EBpoma
n CALL| 0THOCHO AMArHOCTHKATA U KIacu(UKaLHs-
Ta Ha 3a00JIIBAaHETO ca MPOBEACHH U MyOIUKYBaHU
B IlepHofnyYHara juteparypa. [IspBust nHrepHa-
nuonaneH KoHceHcyc 3a AnarnocTrka U Kiacugu-
kanus Ha EBH e 0o0cbaeH u mpuer B paMKUTE Ha
TOJMIIHUS KOHTPEC Ha aMepUKaHCKaTa ,,AKaleMus
o aepmaronorus’” mpe3 1989 r. [24]. decet ronu-
HU TI0-KBCHO € 00ChJeH 1 npueT Bropust nHrep-
HaroHaseH KoHceHCyc 3a InarHocTukKa 1 KJlacH-
¢ukanys Ha 3a00J5IBaHETO, OTHOBO B PaMKHTE Ha
TOJULIHUS KOHTPEC Ha ,,AMEpPHKaHCKaTa aKaJleMus
o aepmaroiorus’” npe3 1999 r. [25]. Tperust un-
TepHauuoHaieH KoHceHcyc e mpHer Ha cpella Ha
EBH excneprute BsB Buena, Apctpus mpe3 2007 .
B PaMKHTE Ha FOAAMIIHMS KOHIpec Ha EBpornelickara
aKaJeMus 10 IEPMaTOJIOTHsI W BEHEpoJorus [26].
Hocnenuusar IV-Tu KOHCEHCYC 3a IHAarHOCTHKA U
knacudukanms Ha EBH e mpuer B Jlonmon mpe3
2013 r. [27]. TBbpze MHOTO MHDOPMaNHs € chOpa-
Ha OTHOCHO €THOJIOTrHMATa U naroreHesara Ha EBH
OT BPEMETO Ha ITbPBOTO OIMCAaHUE Ha 3a0o0JsBaHe-
To. HanpaBenu ca peauua enuaeMHuoIOrHYHU Ipo-
y4BaHHA Ha TOJSIM OpO KIIMHIYHO T00pe XapakTe-
pusupanu nanuenTa ¢ EBH [29]. Bee nmo-06p30 ce
pa3BHBar KJIEThbUHATA U MOJIEKYJISipHAaTa OMOJIOTHUS
u umyHosorusara. 3a nepuona ot 2007r. go 2013
I. ca ONMUCaHU HsIKOJKO HOBH (eHoTrna Ha EBH u
ca UAECHTU(ULUPAHU CHOTBETHUTE UM MYTHPAIH
renu. [Ipe3 M. ronu 2013 r. BojemuTe eKCrepTu B
obmactra Ha EBH pemaBar na peBusupar cnOpa-
HUTE JI0 TO3X MOMEHT JaHHH 3a 3a00JISIBAHETO U J1a
(dopMynupar OTHOBO KPHUTEPUHTE, Ype3 KOUTO Ma-
menTute ¢ EBH morar ga Obiar kinacuduipanu
C aKIeHTUpaHe BbPXY MOJEKyIspHaTa Mpupojaa Ha
Bcekn otneneH Tunl EBH. BueeneH e HOB mogxon B
knacupukanmara Ha EBH, T.Hap. “onion skinning®,
CTHOpe KOWTO pasMpeneeHUETO Ha MalUEHTUTE C
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Hacrosmmsar o030p 3acsira NpakTHUYECKU
IIPENOPBKU 3a JICUEHUE M TPHXKH 3a KOXKarTa IpU
nanueHTH ¢ Bpoaena Oyno3Ha enuaepMoim3a
(Epidermolysis bullosa hereditaria) u ce sBs-
Ba KaTo MpOIbJKEHUE Ha npuetus npe3 2017 r
KoHcencyc 3a nuarHoctuka M KiacupuKanus Ha
Bponena 6ymosna enuaepmonmsa (Epidermolysis
bullosa hereditaria) Ha Bearapckoto Jlepmaroo-
ruyHo JlpyxecTBo. J[0aynocoueHUTe KOHCEHCYC-
HU TIPENOPBKU ca B3aUMCTBAaHM OT JBJTOTOIMIL-
HUS ONWT Ha OBJTApCKUTE JIepMaToyio3u B Jieue-
HHUETO Ha ManueHTH ¢ Bponena Oyno3Ha enuuep-
MOJIM3a U ca B ChOTBETCTBUE C NPEHNOPHKUTE OT
nocienaust EBponelicku KOHCEHCYC 3a JICUeHHUE U
IPYOKU 32 KOyKaTa Ha naueHTH ¢ Bpoaena Oyno3na
enuaepMonn3a, 6a3upaH Ha MeJUIMHATA Ha J0Ka-
3aTeNCTBaTa, U3TOTBEH OT MYJITHANUCHMIUIMHAPHU
EKMIIM OT EKCIEPTH OT pasIMuHu EBponeicku
LHeHTpoBe 1o Bponena Oyno3na enmaepmoinnsa.
KonceHncycHuTe mpenopbku ca MpHETH Ha 3ace-
JlaHhe Ha YNpaBUTEIHUSA CbBET Ha bbarapckoro
JIEpMaToJIOTUYHO JIpykecTBO Ha 18 Mapt 2017 .
CBHBMECTHO C BOJICIIN OBJITAPCKH CIEIUATHUCTH B
o0yacTTa Ha JepMarojorusiTa U OHKOJIEpMaToIio-
THUATa, TeAUaTPUsITa, XUPYPrUsiTa 1 MOP(OIOTrHy-
HaTa AMAarHOCTHKA Ha KOXKaTa.

BBBEJEHUE

Bponenara Oyno3na enunepmonusa (EB) npen-
CTaBJIsIBA TOJIIMA XETEPOre€HHA rpyIia OT PEIKH 3a-
OoJIsIBaHMS, XapaKTepH3Mpalll ce ¢ oOpa3yBaHe
Ha MEXypHU 110 KOXKAaTa W JIMTABULIUTE BCJIEICTBUE
Ha MUHUMaJHa TpaBMa. Bb3 0CHOBa HAa HUBOTO HA
o0Opa3yBaHe Ha MEXypHUTe B JIepMO-ENrepMaIHa-
Ta rpaHUYHA 30HA, CE pa3rpaHuyaBaT YeTUPH IV1aB-
HU cyOTuIia Ha 3a0ossBaneto: EB simplex (EBS),
EB Junctionalis (EBJ), EB Dystrophica (EBD) u
Syndroma Kindler. Bcexu eann ot Te3u Tunose ce
MoJIpas3/ieNsi Ha HAKOJKO CyOTHIIa, B3 OCHOBA Ha
TUTIA HA yHACTIe/IIBaHEe ¥ KOMOMHANHATA OT (heHO-
TUIHU, UMYHOQIIyOPECIICHTHH, YIATPaCTPYKTYPHHU
1 MoneKy sipHu ipu3Han [ 1]. Cnen xato Ob/1e orr-
peneneHo HUBOTO Ha o0a3yBaHe Ha MeXypa M Ha-
JIMYHATA EKCIIPECUS HA CTPYKTYPHUTE IPOTEHHHU B
JepMO-€NuiepMaliHaTa TpaHUYHa 30Ha, MOCpE-
CTBOM HUMYHO(MDIyOpECIEHTEH AHTHUTCH MAaIHHT
(Immunofluorescence antigen mapping, I[FM), ce
npucThBa KbM nposexkaane Ha JIHK myranmo-
HEH aHaJu3, 32 ONpE/ACIIHE Ha 3aCEerHaThs I'eH U
koHKpeTHUs BuA Mmytanus. [lonactosmem JIHK
MYTallMOHHMST aHaJIW3 TPEACTaBisBa HAW-TOY-
HaTa IMarHOCTHYHA TPOIleaypa 3a CyOTHITU3npa-
He Ha marmenture ¢ EB [2]. IIpoBexxnaneTo My e
abCOITIOTHO 3aTBJDKUTENTHA TIPOIleypa 3a MpeHa-
TallHA MarHo3a, B CJIy4ail Ha MOBTOpHA >KelaHa
OpeMeHHOCT B CEMEHCTBOTO Ha 3aCErHATHS MH/IU-
BHJ. CTeneHTa Ha KOXKHO M JIMTaBUYHO 3acsraHe
Bapvpa B LIMPOKU IPaHULIM B 3aBUCUMOCT oT EB
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cyOTHIIa U Bb3pacTTa Ha manueHTute. [Ipu Hskon
ro-Texxku EB cyOTumnoBe, 3a001sBaHeTO IPOTHIA
Ipe3 1eJUs )KUBOT Ha OOJIHUS,C FeHEepAIN3UPaHO
obpasyBaHe Ha MEXYpH, XPOHUYHH YIIEpallid U
LMKaTpU3upaHe, MOCIEeIBAaHO OT MYJITHOPTaHHO
3acsraHe, WHBAJIMUU3UPAHE, )KUBOTO3acTpalliaBa-
LY YCJIOXKHEHUS U NPEexAeBpEeMEHHa cCMBbPT [3-5].
HesaBucuMo 0oT pa3BUTHETO HA pa3IMuyHU MOJICKY-
JSPHA W KJIETHYHO-0a3MpaHN EKCIIEPUMEHTAIHU
TEpaIuu, Ha TO3U €Tall BCE OIIIe HE € U3BECTHO Ka-
y3anmHo jedenue 3a EB [6-7]. [Ipu nunca Ha cre-
nu(pUYHa Teparus, TprKaTa 3a MmalueHTa 0CcTaBa
OT IMBPBOCTEIIEHHO 3HAYCHHE, 3a€IHO ChC CHUMII-
TOMaTHYHOTO JICYCHNE Ha KOYKHUTE ¥ U3BHbHKOKHU
MPOSIBU U paHHATa MPEBEHIIMS HA YCIOKHEHUSTA
Ha 3abomsBaneTo [8]. JlomymocodeHnTe KOHCEH-
CYCHU TIPEMOPHKU Ca HACOUEHH KBbM IISTIOCTHUTE
TPWXXHM 3a KOXKara U JIMTaBUIUTE IPU MALlUCHTU C
EB. Ilocnennurte ca ajpecupanu 10 BCUUKH Me-
JUIIMHCKH CIICIUAIMCTH - JEPMAaTOJI03H, HEOHA-
TOJIO3H, TIEANATPH, TACTPOCHTEPOIO3H, OPTOTIE/IH,
AHECTE3UOJI03H, IUIACTHYHU XHPYP3H, CIIEIHAIIU-
CTH TO JieueHHe Ha Oojkara, (U3MOTEpareBTH,
MEAHMIMHCKA CECTPU U PexadmimTaTopu, 00I0-
MPAKTHKYBAIlM JICKapH, JUETOJO03H, TCUXOJIO03H,
conyajyHu pPabOTHUIM KOWTO HWMaT OTHOIIEHHE
kbM nauventure ¢ EB.Te morar na 0paar chiio
oT ToJi3a 3a marueHtuTe ¢ EB u texaute Omm3-
ku. [lpenoppkuTe ca choOpa3eHH ¢ Bb3pacTTa Ha
naruenture. Te ca GopmynupaHu, 3a Ja OKaxar
MpaKTHYeCKa TOJKpera B €XeAHEeBHaTa TPHKa,
KaKTO B OOJIHUYHOTO Taka W aMOyJIaTOPHOTO UM
neduenne. OCHOBHO BHUMaHHE € 00BPHATO BBPXY
MYATHIUCIUILTHHAPHUS 1oxo/] KbM EB OomHuTe,
KOMIIJICKCHUTE I'PHKHU 3a KOXKAaTa BKJIFOYBAILIX I'PHU-
KU 32 paHWTE, JieueHNe Ha chpOexa u Oonkara u
PAaHHOTO JUArHOCTUIHPAHC HAa CIIMHOUCITYJIapHUA
KapIIMHOM Ha Kokata W JmraBuiure. OOpbhIma ce
BHUMaHUE Ha OOYYCHUETO HA MAIUCHTUTE U TEX-
HUTE OJIM3KHU B TPHKa 3a 3a00JIIBaHETO.

MYJATUAUCOUITIJIMHAPEH

MEHUJI>KMBHT HA EB ITIAHUEHTHU

Bpozenara ckiioHHOCT KbM 00pa3zyBaHe Ha Me-
XypH 1O KOXKaTa W JUTaBULIUTE TIPU MAlMEHTHTE
¢ EB 1 XxpoHHYHMs X011 Ha 3a00JIIBAHETO MMAT 3a
pe3yJiTar 3acsiraHeTo Ha MHOTO OPTaHH ¥ CUCTEMHU
(tabm. 1 u 2). CreneHTa Ha OOJECTHA M3sBa MPHU
EB Bapupa B 3aBHCHMOCT OT THIa U CyOTHIIa Ha
3a00JIIBAaHETO U BB3PACTTa HA MAIEHTUTE, KOETO
Hajara BKJIFOUBAHETO Ha pelulla MEIUIIMHCKH U
JPYTH CIIEIHATICTUB JICYEHHETO HAa YCIOKHEHU-
sta My (Tabm.3).

OcHOBHU NPpUHIIUIHU B JiedeHHueTo HA EB 60-
JIHA

1. Jleuennero Ha EB mamuenTtu e Hail-moOpe
na ObJie OCBHIIECTBIBAHO B €KCIIEPTHU IIEHTPOBE
OTrOBapsIy Ha CTaHAApPTHTE 32 Ka4ecTBO Ha Jie-
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OMPEAENEHUE 3A EB

TepmunbT Epidermolysis bullosa
hereditaria (EB) xapaktepusupa egHa
KIIMHNYHO, reHeTUYHO 1 buonoruy-
HO XeTeporeHHa rpyna OT peaKu
HacneacTseHy 3abonaBaHWs, MNpos-
BABAWUM Ce HEeMnoCPEeACTBEHO Wu
CKOpO cniep paxaaHeTo ¢ obpasysa-
He Ha Mexypu 1 epo3uK Mo Koxara u
NUraBuLUnTe, Bb3HUKBALLM CMOHTaH-
HO WV BCNeACTBUE Ha MeXaHUYHO
Apa3HeHe (10). YHacnegaBaHeTo e
aBTO30MHO-AOMWHAHTHO WAW aBToO-
30MHO-peLiecBHO (9,47). MNoHacTos-
LeM, B 3aBUCUMOCT OT YNTPaCTPyK-
TYPHOTO HMBO Ha obpa3yBaHe Ha
MexypuTe ce pasnuyaBaT 4 OCHOBHU
dopmun  EB: epidermolysis bullosa
simplex (EBS), epidermolysis bullosa
junctionalis  (EBJ), epidermolysis
bullosa  dystrophica (EBD) wu
Syndroma Kindler (21). KnuHuynute
nposBsu Ha EB Bapupart ot obpasysa-
He Ha eAVHWYHM MeXypu Mo [AfaHu-
Te 1 cTbnanata nNpu obMKHOBeHaTa
aBTO30MHO-AOMMHATHa ¢dopmMa Ha
3abonasaHeto (1,2,8), go reHepanu-
31paHo GopmupaHe Ha Bynu, TpyaHO
3a3apaBABaly epo3nu, aTpoPUUHU
LUUKATPUKCU U TEXKM KOXKHO-Wra-
BUYHM U MYCKYNHO-CTaBHU aedop-
MUTETN MpPU TEXKNTE aBTO30MHO-
peLecnBH GOpPMU Ha rpaHMYHaTa 1
anctpoéduyHa EB (4,5,27). 3abonasa-
HETO MMa NPorpecnBeH XOA U CbNpo-
BOX/Aa OoNHMTe 00 Kpas Ha XMUBOTa
M KaTo BOAM A0 TEXKa NHBaNMAn3a-
uuA. B Han-TexkuTe criyyaum ce ctura
[0 neTaneH W3XoA, BCEACTBME Ha
Cencuc olle B HeOHaTanHaTa Bb3-
pacT, N pasBuTMe Ha CNUHOLeny-
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NapeH KapuvHoMm B Mnafa Bb3pact (11,14, 40). ToBa Npasu BCeKu eanH nauu-
eHT ¢ EB yHnKaneH. Tbih KaTo KoxXaTa Ha feuata ¢ EB e ya3suma ,kato Kpune
Ha nenepyna“, Te ca HapeyeHu ,nenepyaeHu aeua”.

ENMAAEMMNONIOrUA HA EB

M3BbpLueHn ca pegnua envaemMnonornyHmn npoyusaHns sbpxy EB B EBpo-
na, Asus, IOxHa Adpuika n CALL (28,38,44). ENnuaeMnonornyHoTo npoyysaHe
Bbpxy Epidermolysis bullosa hereditaria 8 Bbarapus yctaHosssa 91 6onHu
C pasnnyHu popmmn Ha 3abonABaHeTo, C PaBHOMEPHO reorpadcko pasnpe-
AeneHne Ha TeputopuAaTa Ha cTpaHata (7). YctaHoBeHaTa 3a bbarapus 6o-
necTtHocT Kbm 31.12.2001 r. e 8,6/1 MnH. HaceneHwe 3a Bcuuku popmu Ha EB.
bonectHocTTa, ycTaHoBeHa 3a EB B Bbnrapus, e nogobHa Ha Tasu, yctaHoBeHa
3a pa3nimyHuTe popmu Ha 3abonssaHeTo B AnoHus (31, 50).

ETUOJIOTNA NTNATOTEHE3A HA EB

CbBpemeHHUTe MONEKyNAPHO-TEHETUYHI U3CNIeABaHNA YCTaHOBABAT, Ye
Epidermolysis bullosa hereditaria ce gbmxu Ha reHeTuuHN MyTaumn (12q11-q13,
1925-q31, 3921), nopaam KOWTO aAXe31OHHY MONIEKYNIM 1 NPOTENHM (KepaTuH
5, KepaTtnH 14, NaMUHH, HTErpuH, konareH IV, konare VIl) ca npomeHeHn unu
HaMb/IHO NINNCBaLLY B CTPYKTYpUTE Ha enupepmuca, AepMmoeniviaepmanHara
rpaHnyHa 30Ha 1 fepmara (16,17,26,34,41). ToBa obycnass no-cnabarta Bpb3-
Ka Mexay KneTKkuTe B CNIOMeHaTUTe CJIoeBe, pa3KbCBaHE Ha MEXAYKNeTbYHM-

Tabnuya 1. [nasHu munose u cyémunose EB

HuBo Ha fnasen |Cy6tunoBeEB |TapreTHu npotenuu

mexypa T!n EB

WHTpa- EBS EBS Suprabasalis | Transglutaminasa 5,

enuaepmanHo Plakophilin 1, desmoplakin, plakoglobin

»

Keratin 5, Keratin 14,

EBS basalis Plectin,exophilin 5, AHTure Ha 6ynosnua
neméurong 1 (BPAG1; BP230)
Lamina lucida | EBJ leHepanuanpana | Laminin 332, Collagen XVII, a64 integrin,

EBJ a3cybepnHuuata Ha integrin
Collagen XVII, Laminin 332, a6B4 integrin

Jlokanusupara

EBJ
Sublamina EBD NomunanTra EBD | Collagen VI
densa Peuecusra EBD | Collagen VI
CmeceHn Syndroma |- Kindlin 1
npu3HaLy Kindler
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SOLITARY NEUROFIBROMA FEATURING PROMINENT WAGNER-MEISSNER
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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 17¢g11.2 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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Pe3stome: AktuHuyHata kepatosa (AK)
npeacrasnsaBa MHTpaenuTenHa nponngepauuns
Ha aTUNUYHWU KepaTUHOUUTKU, nokanusupaHa B
U3NOXEeHUTe Ha [eWCTBUETO Ha CnbHYeBaTa
paauaums yqacTbum Ha TANOTO NpU Bb3pacTHU
nauneHTn cbe ceetna Kkoxa. AK ce xapaktepu-
31pa KaTo npekaHueposa nopagu Bb3MOXHOCT-
Ta [la eBonompa B NNOCKOKIETbYEH KapLUHOM.
OnucaHn ca HSAKOMKO XWUCTOMOrMYHU HopMU
Ha AK: xuneptpodwuyHa, nponudepaTusHa,
atpopuyHa, 6oyeHouaHa, aKaHTONMUTUYHA,
NUrMeHTHa, NuxeHongHa. XUCTONOrMYHUTE UM
6enesn yecTo ce NpUNOKpPUBAT U 3aTOBa TUMBLT
ce onpefensa cropen Hawu-u3paseHuTe xapak-
TepUCTUKN. ABTOpUTE ONUCBAaT ABE OT peakute
xuctonornyHn opmu Ha AK — 6oyeHomnaHa u
nengkeTonaHa, kKato gUCKyTupaT audepeHLum-
anHaTta UM guarHo3a C ManurHeHU KOXHW He-
onnasmu.

KnioyoBu aymu: 6oyeHomaHa akTUHUYHA
Kepato3a, nenmketongHa akTUHWU4YHa Keparo-
3a, XUCTOMNorms, UMyHOXUCTOXMMUS, ANdEpPEH-
unanHa guarHosa.

Abstract: Actinic keratosis (AK) is intraep-
ithelial proliferation of atypical keratinocytes,
common in photoexposed areas of adult, el-
derly people with fair skin. AK can develop into
squamous cell carcinoma and constitutes pre-
malignant lesion. Histopathologically, several
different variants of AK have been identified:
hypertrophic, proliferative, atrophic, bowenoid,
acantholytic, pigmented, lichenoid. The his-
tological features can be overlapping and the
type is defined by the most prominent charac-
teristic. The authors describe two rare histologi-
cal forms of AK — bowenoid and pagetoid, and
discuss the differential diagnoses with malig-
nant skin neoplasms.

Key words: bowenoid actinic keratosis,
pagetoid actinic keratosis, histology, immuno-
histochemistry, differential diagnosis.
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AktTuHu4HaTta kepartosa (AK), HapuyaHa
OlLie conapHa unu ceHurnHa Kkeparosa, npeacra-
BNsiBa OorpaHv4yeHa B paMKuTe Ha ennagepmuca
nponudgepaums Ha aTtunUYHU KepaTUHOLMUTMW.
3aegHo C¢ AbnbokuTe OpbYKM, NMUrMEHTauun
n 3aryba Ha koxHa enactudHocT, AK e ceHo-
TUNHa U3siBa Ha (POTOCTapeEHETO: pa3BuBa ce
BbpXY M3NOXEHN Ha AENCTBMETO Ha ynTpaBuo-
NEeToBUTE NMbYM HYACTU Ha TANOTO NpU NALUNEHTH
cbe ceetna koxa (I-1l-n dotoTun) B cpegHa u
HanpeaHana sb3pact. OnucaHa e 3a NbpBY NbT
ot Dubreulh npe3 1826 r., kato npeau noseye
OT BeK e obsiBeHa 3a npekaHuepos3a nopaau
Bb3MOXHOCTTa [a €BOfoupa B NIOCKOKNETb-
YyeH kKapuuHom (1). [duarHocTuumpaHeTo Ha

AK TpaguumoHHo ce 6a3npa Ha KnuHU4YHaTa U
n3sBa, HO NaTOrHOMOHWYHYM NpU3HaLUM nunceaT
N €AWHCTBEHO XMCTOMOMMYHOTO U3cnenBaHe e
MepogasHo. B nuteparypata ce onucear pas-
nn4yHnM MopdponornyHn Tunose AK, Hskou oT
KOUTO pAOKO cpellaHu, a gudepeHuuanHaTa
AnarHosa BKN4YBa NoYTU BCUYKN 3roKavyecTBe-
HWU KOXXHW Heonnasmu.

lNMpencraBame ga cnyyas, Guoncupaxu
nopagu KNuUHUYHO CbMHeHue 3a Hasouenyna-
PEeH KapuuHOM, MPU KOWUTO XMUCTOSIOTUYHO Ce
Aokasear pegku hopmu Ha AK.

Cny4yan Ne1: 74-rogyieH MbX ¢ UHUNT-
pupaHa KoxHa nesusa ¢ gnametrbp okono 10 mm,
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PE3IOME

MpeacTtaBa ce cnyyai Ha 51-rogviHa XxeHa C
reHepanuaupaH nnakateH obpus ¢ 34 roaviiHa
[aBHOCT MO NULETO, AEKONTETO U KpanHuuute u
cbnbTcTBaAWM 3abonsiBaHUs WHCYNUHO3aBUCUM
3axapeH avabeT n XunepToHuyHa cbpaeyHa bonecr.
damunHo HeobpemeHeHa. lMpe3 roaguHUTE NpPoBeX-
pgana Tepanus 6e3 pesyntar ¢ fiokanHu KopTukocTe-
pouan u aHTUMmMKoTMuM, ponmesa kucenuHa, H1-
6nokepu, otosawmTHN kpemose. COMaTUYHUSAT
cratyc e 6e3 NaTonornyHu oTknoHexus. OT aepmaro-
MIOMMYHUA CTaTYC: KOXeH poToTUN 3; NaTonoruyHuTe
NPOMEHM aHraxupaT koxaTa Ha (poToeKkCrnoHupaHuTe
y4acTbuy (N1ue, AeKonTe, EKCTEH30PHN MOBBPXHOCTH
Ha FOPHU U [AONMHWU KpalHMLUM) U Ce NpeacTaBsAT oT
CUMETPUYHO PAa3NONOXEHN epuTemMo-kadeHukasm
aHynapHu nanynu 1 nnaku ¢ paamepu 215 mm, c 6nea
LEHTbP ¥ XMNEepnurMeHTeH HagurHat pub. NpeaumHo
no AEeKONnTeToO U eKCcTeH3opHaTa MOBbPXHOCT Ha
npeaMuwHMLMTE 1 noabeapuunTe nnakute ca ¢
XUrepKepaToTU4Ha, Ha MecTa C epo3vBHa MOBBPXHOCT.
BugvmMuTe NUraBvMuLM U KOXHWUTE npuaatbuu ca 6es

ABSTRACT

We present a 51-year-old woman with generalized
plaque rashes appeared 34 years ago, on the face,
neck and limbs. The patient has insulin-dependent
diabetes and arterial hypertension. There was no posi-
tive family history. The treatment with antifungal and
corticosteroid creams was without a positive outcome.
Dermatological status revealed numerous 2-15 mm
red-brownish annular lesions with a pale atrophic
center and elevated edges composed of hyperkera-
totic papules. The eruptions were located on the face,
chest and extensor surfaces of upper and lower ex-
tremities. Mucous membranes and skin appendages
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naTonornyHn npomMmeHu. lNposeaeHUTe pyTUHHU
napaknuHW4HuU nacneaBaHus 6axa B pedepeHTHU
rpaHuUM, C U3KNIOYEHWe CTOMHOCTTa Ha KpbBHaTa
3axap 9.01 mmol/l. XucTonorn4HoTo uscneasaHe Ha
pb6 OT Nnakarta ycTaHoBaBa: aTpoduyeH enmaepmmc
C MHBarvHauus 1 XoMoreHHa KoroHa OT napakeparo-
TUYHU KNETKM Ha POHa Ha xunepkepaToTUYeH C BUA
Ha nnerteHa KowHuua stratum corneum, U3TbHEH A0
HanmbMHO NUMCBALL, B y4acTbuuTe ¢ atpodusa stratum
granlosum; cynepduuynanHu nepuBackynapHo
pas3nonoXeH! XPOHUYHN Bb3NanuTeH MHUNTpaTu.
Ha 6a3ata Ha KNVHUYHUTE OaHHU U cneuuduyHaTa
XUCTONorMyHa KkaptvHa 6e nocraBeHa AuarHosara
JnceMmuHnpaHa noBbPXHOCTHA akTUHWUYHA NOpoKepa-
To3a (Porokeratosis Superficialis Disseminata Actinica,
PSDA). MNpoeeae ce 3-MeceyHo NoKasriHo nevyeHune ¢
Calcipotriol/Betamethasone dipropionate ung. cbC
3a40BONMTENEH edekT.

Kniouosu aymu: Porokeratosis superficialis disse-
minata actinica, Calcipotriol

were unaffected. The routine laboratory tests were
normal, except for the blood glucose levels 9,01mmol/
|. Histopathological examination showed the epider-
mis had atrophy and invagination with a parakeratotic
column consist of homogenous cells. In the dermis
superficial perivascular chronic inflammatory infiltrates
were found. A diagnosis DSAP (PSDA) was made
based on the clinical data and specific histology. The
three-month therapy with Calcipotriol/Betamethasone
dipropionate ung. was given with satisfactory results.

Keywords: Disseminated superficial actinic poroke-
ratosis, Calcipotriol



3a NpaKThKaTta

JleyeHne Ha [lucemmHnpaHa NOBbPXHOCTHA
aKTUHNYHa nopoKepaTo3a ¢ lansober ren

A-p A. Ueemanosa, [oy. 8-p. Ne. NopdaHosa, lMpodgp. 3-p []. locnoduHos
KnuHuka no koxHu u seHepuyecku 3abonagaHus, YMBA,[J-p . Cmparcku” - [negeH

lMopokepaTo3ata e reHogepmaro-
33, CBbp3aHa C K/IOHaNIHO HapyLueHne
B KepaTWHu3aluaTa. Habniogasa ce
6eHurHeHa enupgepmanHa nponude-
pauua. Mpn No-Bb3pacTHN U VMYHO-
KOMNPOMEHTMPAHN MauueHTn e [o-
Ka3aH MOBWLUEH 3/I0KAYeCTBEH PUCK.
AuncemnHnpaHata NOBbPXHOCTHA aK-
TUHUYHa nopokepaTo3a (Porokeratosis
superficialis disseminata actinica) e aB-
TO30MHO-AOMUHAHTHO YHacC/leasiBaHO
3abonsABaHe, Mo-YecTo CpeLaHo cpen
KEHCKMA Mo, BbB Bb3pacTTa Mexay
30 n 40 roguHwu. MNpotuuya Gescumn-
TOMHO MnK cbe cnab cbpbex. 3acarat
ce $OTOEKCMOHMPAHUTE MOBbPXHOC-
Tn. XmcTonormyHo ce Habnoaasa ciou
napakepato3a, No3HaT OLle KaTo Kop-
HOWJHa namena.

Cnyqau: [pepctaBame  51-ro-
AVLLIHA XeHa ¢ obpuBK B obnacTtTa Ha
KparvHuuuTe, AEeKONTeTO 1 NULETO OT
17-rogviwHaTa n Bb3pact. [pu TpaBmun
B obnactta Ha ne3uute ce obpasysart
paHu, KOWTO 3apacTBaTt TpygHo. [Ma-
LUMeHTKaTa HAMa CybeKTMBHU onnak-
BaHuA. [pe3 roguHuTe e NnpoBexaana
Tepanua C NOKanHM KOPTUKOCTEPOUAN
1 aHTUMUKOTULM, omera3 n donuesa
KncenuHa, H1-6nokepu 6e3 pesynrar.
Ot 5 roguHy n3nonsea GoTO3aWUTHY

KpemoBe CbC CTbHLe3alunTeH GpakTop
15 1 30. Ctpaga OT MHCYNMHO3aBUCUM
3axapeH gvabet Tvn 1 ot 20-roguilHa-
Ta Cv Bb3pacT, AnabeTHa NONNHEBPO-

naTva 1M peTvHonaTus, apTepuanHa
XVUNEepTOHUS.
ComamuyeH cmamyc: [Jo6po

06wo cbcroaHme. CbpaeyHo-Cbao-
Ba W AUXaTenHa cUcTema - pUTMUYHA
CbpAeyHa [elHOCT, Be3UKYNapHoO Aw-
LWaHe B BeTe 6enogpobHM NONOBUHN.
Kopem mek, nannatopHo HebonesHeH,
KpanHuun 6e3 otouwn. MepudepHn
NUMGHU Bb3NM He ce mannmpar narto-
NOTUYHO yBenuyeHwu. [lepmatonoru-
YeH CTaTyC: KoxeH ¢oToTtun 3, matono-
FMYHUTE KOXHW MPOMEHU aHraXupar
$OTOEKCNOHMpPaHNTe  yyacTbuy Ha
TANOTO — NMLETO, AEKONTETO, FOPHYU
N JONHW KpanHuuwn. lNpepctaBaTt ce
OT epuTeMo-KapeHNKaBW, PasnnyHu
no pa3Mepw aHynapHu nnaku, ¢ bneg
LeHTbP U HafUrHaT XMNeprnurmeHTeH
xunepkepaToTuueH pub. lMpegumHo
o 1eKONTETO N eKCTEH30PHATA MOBbP-
XHOCT Ha npeaMULIHULMTE 1 noabe-
ApviLMTe NnakuTe ca C XunepkKeparo-
TWYHa, @ Ha MecTa C epo3MBHa NOBbPX-
HOCT (¢pue. 1, 2, 3). Bugnmn nurasmum
N KOXHW NpuAaaTbumy - 6e3 natonorny-
HU MPOMEHW.

Que. 1, 2, 3 AHynapHu epumemo-kacgpeHUKasu nNaaku ¢ 6;1ed YeHMsp U XunepKkepamomuyeH pb6
no 0eko1memo u KpatHuyume. HAKou om niakume ca ¢ epo3usHa No8bPXHOCM
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MapaknuHuyHu  u3cnedeawHus:
6e3 OTKNOHEHWs, C U3K/IYEHNE Ha
KpbBHaTa 3axap - 9.01 mmol/l, Hanu-
ume Ha 6enTbK, 3axap 1 IeKO yBennyeH
YypPOOWINHOTIeH B ypUHaTa.

X1CTONaTonornyHOTO M3cneaBaHe
oT pbba Ha NaToNorMyHa KOXHa fie3uns
yCTaHOBABa €NUAEPMUC C JieKa aTpo-
¢dwA, HannuMe Ha y4acTbK C genpecus,
KbJIETO enuTeNdT e C U3pa3eHa xunep-
KepaTo3a, akaHTO3a ¥ XUNorpaHynosa;
XOMOTE€HHa KOJIOHa OT MapaKkeparo-
TUYHU KNETKM B LLIeHTbPa Ha Aenpecus-
Ta. B pepmara ca Hanvue nognexaiuu
cynepdvumanty, nepvBasanHu, OT-
4acTV IMXEHOUIHW XPOHUYHW Bb3na-
nuTenHn nuountpatu (¢ue. 4)

Qua. 4 Xucmonamoso2uyHo u3ciedsaHe: oy-
8emseaHe C XeMamoKCU/IUH U e03UH, y8. 40x

Ha 6a3ata Ha aHamHecTUuYHUTE
[aHHW, KJIVHUYHAaTa XapaKTepuctu-
Ka 1 cneynduyHata XMUCTONOTMYHA
KapTuHa, 6e nocTaBeHa AuarHosarta
Porokeratosis superficialis disseminata
actinica. MpoBepgoxme nokanHa Tepa-
nua ¢ lanBo6eT yHr. 1 X JHEBHO, eMO-
NneHTn - 1 X AHeBHO 1 poTo3almnTeH
Crpen cbC aTbHUe3aluTeH pakTop 50-
2-3 x AHeBHO. Ha TpeTus mecel oT Ha-
4anoTo Ha NeyeHneTo YCTaHOBMXME
3HaunUTeNnHo M3bneaHsABaHe Ha Niaku-
Te, NPEAUMHO NO KpanHWLUTe, HUBe-
NMpaHe Ha X1nepkepaToTUYHUA pub n
MbJiHa enuTenn3auma Ha epo3nBHUTE
nesnu, Npy HOPMasHY HUBa Ha Cepym-
HUA Kanuum n marHesun (¢ue. 5, 6, 7).
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PE3IOME

Enno oT Haii-uecTuTe BH3NAINTETHN KOKHH 3a-
OonsiBaHuUs, 3acsArallo KOCMEHO-MaCTHUTE (POTHKY-
JM B 30HATa Ha JIMLETO, r'bpba, paMeHeTe U JeKOI-
TeTo, e Acne vulgaris. KnmHUYHO 3a007151BaHETO ce
MPEJCTaBs C OTBOPEHH M 3aTBOPEHU KOMEIOHH, Ma-
IyJIM, ITyCTYIIH, HOAY/IM, @ B HSIKOM CITyyau U ¢ Oere-
3u. [lpe3 nocienHuTe roaMHu HapacTBa OposAT Ha
nyOnuKanuMuTe, J0OKa3Balll Bpb3kaTa Ha Acne
vulgaris TIpu MALMEHTH OT KEHCKU T10J1 CbC CHH]I-
poMa Ha MOJIMKUCTO3HUTE SHYHULIN, ABTOUMYHHHUTE
THUPEOUIUTH, XMUIIOTUPEOUIU3BM, METadOoIUTEH
cUHIpPOM M Ap. Jloka3zaHO e, 4e B OCHOBaTa Ha ro-
pecroMeHaTuTe eHJ0KPUHHU HApYLIEHUsI CTOM WH-
CYJIMHOBATa PE3UCTEHTHOCT M Bb3HMUKBAIIUTE BbH3
OCHOBATa Ha HEsl XUIIEPaH/IPOr€HEMHMS], OJIMTO- HJIH
aQHOBYJIALIUSI.

KawuoBu aymm: acne vulgaris, CMHAPOM Ha
MOJTMKUCTO3HUTE SIMUHUIM, AaBTOUMYHHU TUPEOU-
JIUTH, UHCYJTMHOBA PE3UCTEHTHOCT

ABSTRACT

One of the most common inflammatory diseases
of the skin is Acne vulgaris, affecting hairy-
sebaceous follicles in the area of the face, back,

shoulders and neck. Clinically, the disease is
presented by open and closed comedones, papules,
pustules, nodules and, in some cases - scarring. In
the recent years, an increasing number of
publications show the relationship of acne vulgaris
with polycystic ovary syndrome, autoimmune
thyroiditis, hypothyroidism, metabolic syndrome
and others. On the basis of these endocrine disorders
insulin resistance takes place, resulted in
hiperandrogenemia, oligo- or anovulation.

Keywords: acne vulgaris, polycystic ovary
syndrome, autoimmune thyroiditis, insulin resitance

BbBEJIEHUE !

Acne vulgaris e eHO OT Hali-4eCcTUTe Bh3MAlIU-
TeMHU 3a00JIsIBaHMST HA KOYKaTa, 3acsiramio KocMme-
HO-MacTHHUTE (OJIUKYIIN B cebopeiinuTe o0macTu —
e, repau, rpe0. KImMHUYIHO TO ce mpeacTass ¢
KOMEJIOHH, Maryiu, MyCTYIH, HOMYIH, a B HSIKOH
ciydyau u ¢ Oenesu [1, 2]. Jdymara ,,akne” e Ouna
u3ros3BaHa 3a npbB T npe3 VI Bek ot Aetius
Amidenus - nexap B KoHCTaHTHHOIIOJI, KOWTO HAapH-
ua ,ionthos” wim ,,akHe” ne3unTe, MOABSIBALIM CE
10 JIMLETO 110 BpeMe Ha ,,Ariorest Ha JKMBOTa”, T.€.
npe3 nyoeprera [3]. 3abonsBanero 3acsira 9.4% ot
HaceneHneTo B cBeToBeH Maiad [1]. Criopen naH-
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PE3IOME

Acne vulgaris € 4ecTo cpelaHo XPOHHYHO
BB3MAJIUTETHO 3a00J15IBaHE HA KOCMEHO-MaCTHHS
(omaxyn. Criopesr Npoy4YBaHMs OT MOCJIEAHUTE TO-
JIMHU Ce JIOKa3Ba BCE MO-YECTO BPb3Kara My CbC
Cunzpoma Ha nonukuctosHute situnuum (CIIA),
MeTabouTeH CHHAPOM M HapyIIeHHUs BbB (DyHK-
IMHTE Ha IIMTOBHMIHATa skie3a. Llenra nHa ToBa
NpoyyBaHe € Jla M3CJeBAa 3aBHCHUMOCTH MEXKIY
Acne vulgaris, CITS u cbCTOSIHMS HA XHIIO- M XH-
nepyHKIMS HA LUTOBU/IHATA KJi€3a Cpe/l Nallu-
EHTKH B penpojiyKTHBHA Bb3pacT. M3ciensaxme
0010 70 sxeHu Ha Bb3pacT oT 14 1o 40 roauuu, ot
xonto 35 Osixa ¢ Acne vulgaris u 35 opmupaxa
rpynara Ha T.Hap. 37paBH KOHTpOIU Oe3 MposiBu
Ha akre. [Ipu malmeHTKUTE B ITbpBaTa rpyna oee
olleHsIBaHA CTENEHTa Ha TexecT Ha Acne vulgaris

U3CJIEJBAHE YECTOTATA HA CUHJIPOMA HA MOJUKUCTO3HUTE AUNYHULIA
1 HAPYUIEHUSITA BbB ®YHKIIMUTE HA HIUTOBUHATA KJIE3A IIPU )KEHU C
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cpriacHo Global Acne Grading System (GAGS).
[Ipy nmanueHTKUTe U B ABETE rpynu Osixa u3cien-
BaHM HUBATa HA TOJOBHUTE, LIUTOBUIHUTE XOPMO-
HH, HaJJMYUETO HA aHTHUTEJIA CPEelLly LIMTOBUIHATA
ie3a B aBere (pa3u Ha MeceyHus LMKbI U Mn-
JIEKCHT Ha WHCYJIMHOBA PE3UCTEHTHOCT. B ciyyai
Ha OTKJIOHEHHsI OT TOPENOCOYEHHUTE J1ab0PaTOPHU
MOKa3are/ Mpu MalMeHTKUTE OsiXxa NMpoBEK/IaHH
KOHCYJITAllMM C aKYIIEP-TUHEKOIOI M €HJ0KpH-
HoJjior. Pesynrature OT MPOy4YBAaHETO YyCTaHOBMXA
CTAaTHCTUYECKH 3HAUMMa pa3iiMKa B 4ecToTara Ha
CITs1 npu nanuentkute ¢ Acne vulgaris (18.57%),
B CpaBHEeHHE CBbC 3apaButTe KoHTpouu (1.43%,
p=0.001). /lannu 3a XxunepaHaporeHemMus (yBeju-
yeHu cToiHOCTH Ha ToTalieH TecTocTepoH) Osixa
YCTaHOBEHH M0-4€CTO NpU MAUUEHTKH ¢ Acne
vulgaris (12.86%), copsMo T€3M B KOHTpOJHATa
rpyna (1.43%, p=0.02). Ot npoBeacHUTE KOHCY/I-
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Tallik ¢ EHIOKPHHOJIOT C€ I0Ka3a CTATHCTHYECKH
3Ha9MMa pas3ivKa 10 OTHOILIEHHE 3a00ISBAHH-
ATa Ha LMTOBM/HATA JKJI€3a MPH MALUEHTKUTE C
Acne vulgaris (22.86%) B CpPaBHEHHUE C MHOIO
MAJIbK MIPOLUCHT B IPyIaTa Ha 3PaBUTe KOHTPOIHU
(1.43% p=0.0001). B rpynara na nanuentu cAcne
vulgaris ce yCcTaHOBH cTaTHCTHYECKH 3HAYMMA 3a-
BUCHMOCT MEK]y CBHYETAHHETO €IHOBPEMEHHO
Ha CIISl u ABTonmyHen THpeonaut npu 17.14%
(p=0.003). VcranoBu ce cratucriuecky 3Ha4YMMa
3aBUCHMOCT M0 OTHOIIEHHE CTOMHOCTHTE Ha Xo-
MEOCTa3HHs MOJEIN 3a OLEHKA HAa MHCYIHHOBATA
pesucrenTHocT (HOMA-IR) — ot 2.5 10 5 (T.Hap.
PHCKOBA 30HA 32 XMNIEPUHCYIMHEMHS) B rpymara
Ha naunenTkure ¢ Acne vulgaris. ITonydenure or
Hac pe3y/ITaTi 1aBaT OCHOBAaHHE /ia Ce MPHEMe, de
TpH NALHEHTKUTE C aKHE TPAOBA 1a Ce ThPCST Chb-
TETCTBAIM XOPMOHAITHA HAPYIICHHS U €HIOKDPH-
HOMatky, kakButo ca CIIS, xunorupeonmanssm,
Basenopara Gonecr, ABTOMMYHEH THPEOMANT H
MeTabOoJIUTEH CHHAPOM.

KarouoBu aymn: Acne vulgaris, Cunapom Ha
NOJIMKUCTO3HUTE  SIHYHULM, XHNepaHaporeHe-
MHsl, ABTOMMYHEH THPEOMINT, XOMEOCTA3eH MO-
ACJI 32 OLICHKA HAa MHCYJIMHOBAaTa PE3HCTEHTHOCT
(HOMA-IR).

ABSTRACT

Acne vulgaris is the most common chronic in-
flammatory skin disease affecting pilosebaceous
units. Recent studies have shown that it has been
linked to the Polycystic Ovary Syndrome (PCOS),
Methabolic Syndrome and dysfunction of the thy-
roid gland. The purpose of this research is to in-
vestigate the dependency between Acne vulgaris,
PCOS and hypo- or hyperfunction of the thyroid
gland among female patients in reproductive age.
We examined total of 70 patients from 14 to 40
years old, from whom 35 had Acne vulgaris and the
other 35 patients formed the group of the healthy
controls, who were not suffering from Acne vul-
garis. In the patients from the first group the disease
was graded according to the Global Acne Grading
System (GAGS). The patients from both groups
were assessed for the levels of sex and thyroid
gland hormones, presence of antibodies against
thyroid gland in the two phases of the monthly
cycle as well as the Insulin Resistance Index. In
case of deviations in the examinations, consulta-
tions with obstetrician-gynecologist and endo-
crinologist were conducted. The results from the
research showed a statistic difference between the
frequency of PCOS in the patients suffering from
Acne vulgaris (18,57%) and the healthy controls
(1, 43%, p=0.001). Data for hyperandrogenaemia
(elevated Total Testosterone levels) were more
commonly found in patients from the first group
(12,86%) compared to patients from the control
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group (1,43%, p=0,02). The consultations with en-
docrinologist showed a difference in relation with
the thyroid gland diseases in patients suffering
from Acne vulgaris (22, 86%) in comparison with
a very low percentage in the control group (1,43%,
p=0,0001). In the group of the patients suffering
from Acne vulgaris was established a statistic
dependency about the combination of Polycystic
Ovary Syndrome and Autoimmune Thyroiditis si-
multaneously in 17,14% (p=0.003). A statistic de-
pendency about the value of the homeostase mod-
el for grading the insulin resistance (HOMA-IR)
—from 2.5 to 5 (the so called risk zone for hiperin-
sulinemia) in the first group was also established.
Our results give a good reason patients suffering
from Acne vulgaris to be tested for concomitant
hormonal disorders and endocrynopathies such as
PCOS, Hipothyreoidism, Basedow’s disease, Au-
toimmune thyroiditis and Methabolic syndrome.

Keywords: Acne vulgaris, Polycysticovary
syndrome, hyperandrogenemia, autoimmune thy-
roiditis, homeostase model for grading the insulin
resistance (HOMA-IR).

BbBBEJIEHUE

Acne vulgaris e uecto CPEIIaHO XPOHHUYHO
BB3MAIUTEHO 3200/ BaHE HA KOCMEHO-MACTHHS
onukyn. Pasnpocrpanenuero My TIpH NOJpacTBa-
LIATE B pasBuTHTE OOuiecTBa e Mexay 70% o
87% [1]. B narorenesara na 3a6onsBaneTo y4acT-
BaT Y€THPU OCHOBHHM MeXaHH3Ma: 1) moBMmIeHa
ceOymHa npoxykums, 2) xuneprnponudepanus Ha
KEpaTHHOLMTHUTE, 3) (ONHKyIapHa KOJTOHM3ALHS C
Propionibacterium acnes, 4) MOBUILIEHO OCBOOOK-
A1aBAHE Ha Bb3NAIUTEIHM MeAHaTOpH. [TocnennuTe
33/1bI00YECHH KOMIIEKCHH MPOYYBAHHS BbB BpB3Ka
C MaTOreHETHYHUTE, KINHUYHHUTE U TEepPANeBTHYHH
aCIeKTH Ha 3a00u1s1BaHeTO B Burapus ca nyOuKy-
BaHu B uceprauuoneH tpyn (M. Kanypuna, 2005)
[2]. Cpen wayunure chobmenus HapacTBa Opos
Ha M3CJICBAaHMATA, IOKAa3BAIlM BpPb3Ka HAa Acne
vulgaris che CunapoMa Ha MOMMKHCTO3HUTE SIY-
num (CIIA, Polycystic Ovary Syndrome, PCOS)
[3]. Tesu aBe cherosHus yecto ce acouuupar ¢
MeraGonuten cunapowm, XapaKTepu3Hpalll ce ¢ 1o-
BULICH HHICKC HA TeJecHaTa Maca, XMIepIHITH e-
MU, MOBHILEH HHEKC HAa HHCY/IMHOBA PE3HCTEHT-
HOCT, pa3sBUTHE Ha 3axapeH auabeT, apTepuanHa
XUNEPTOHUS U 3aTabCTsABaHE [4]. [1pe3 nocnennure
TOIMHH B JINTEpaTypaTa Ce roBOpH 3a T.Hap. Acne
adultorum, unero Hagano e cren nmybeprera ¢ Kiu-
HHYHA M3sBa B JI0JIHAaTa TpeTa Ha auneto. CMmsita
€€, e pasBuTHeTO Ha Acne adultorum moxe na e
MPU3HAK W 33 aBTOMMYHHH HapyUICHUS BB (hyHK-
IMMTE Ha LMTOBHM/IHATA KJIe3a [5].

Ller na mpoyusamero: Jla nokaxe 3aBUCH-
MOCTH Mexy Acne vulgaris, Cunmpom Ha mom-
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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% [, 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
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ABCTPAKT

Acne vulgaris e cuctemHo 3abossiBaHE CBB-
3aHO C XPOHMYHO Bb3MaJeHHE HA KOCMEHO-MacCT-
HUsS (OJTMKYJ, 3acAramio CEepPHO3HO KayeCTBOTO
Ha )KMBOT Ha MALMEHTUTE. 3a Nepuoa oT 1 roguHa
uscieasaxme 146 manuentu ¢ Acne vulgaris Ha
Bb3pacT oT 14 no 40 roauHu, ¢ paszauyHa Mpo-
IBIKATENHOCT Ha 3abonsBanero. C momornra
Ha Global Acne Grading System (GAGS) omnpe-
JeTuXMe TeKecTTa Ha 3a00yIsiBAHETO TpPH BCe-
KM OT TSX. 3a OlLleHKa Ha edekra Ha Acne BbpPXY
Ka4yeCTBOTO Ha JKMBOT Ha MAIUEHTHUTE Ipe3 IO-
CIIe/IHUSI MECELl, MPUIIOKUXME BaJIMIUPAHUS Ha
Obnrapcku e3uk crneuuduuen BbnpocHuk Cardiff
Acne Disability Index (CADI). Pesynrarute mo-
Kazaxa, 4ye npu JaBHOCT Ha Acne vulgaris ot 5
110 7 TOIMHU C€ TIOBHILIABa OTHOCHTEIHHUS s Ha
JUlATa ¢ TEXKKO HAPYIIEHO KavyeCTBO Ha JKUBOT
(p=0,01). VYcranoBuXMe TOJOXKHUTEIHA CTaTHUC-
THYECKA 3aBUCUMOCT MEK/IY IMO-TEKKO MPOTH-
yamoro Acne vulgaris U BIOIIEHOTO KadyeCTBO
Ha *kuBOT (p<0,05). Hannuuero Ha LUKATPUKCH
U TIOCTJIE3MOHAIHU XHUITEPITUTMEHTAIIUH KOPEIn-
pa CUTHU()MKAHTHO C HEraTUBHUS €(PEeKT BBPXY
KauecTBOTO Ha kuBOT (p<0,05). Hamure nanHu
noka3axa, Y€ OILIeHKaTa Ha TexecTTa Ha Acne
vulgaris, onpenenena ¢ GAGS, cbBnajaa che ca-
MOOILIEHKATa, Ha MAllMEHTUTE 3a ChCTOSHUETO UM
B oTroBOp Ha Bbrpocute ot CADI (p<0,05).

Knwuoeu oymu: Acne vulgaris, Global Acne
Grading System, Cardiff Acne Disability Index,
Kauecmeso na scusom.

ABSTRACT

Acne vulgaris is a systemic disease associated
with chronic inflammation of pilosebaceous unit
and affects quality of life of patients. We exam-
ined 146 patients with Acne vulgaris between 14
and 40 years old for a period of 1 year. The pa-
tients were with different duration of the disease.
We have determined the severity of the disease
with Global Acne Grading System (GAGS). The
results revealed that if the duration of disease is
5 to 7 years there is a higher relative share of pa-
tients with severe impact on quality of life of pa-
tients (p<0.05). We established a positive statis-
tical significance between more severe forms of
Acne vulgaris (assessed by GAGS) and negative
impact on quality of life, (p <0.05). The presence
of cicatrixes and postinflammatory hyperpigmen-
tations was found to correlate with severe impact
on quality of life (p <0.05). Our data showed as-
sociation between severity of Acne vulgaris ac-
cording GAGS and self-esteem of patients about
their disease in answer of questions from CADI
(p<0,05).

Keywords: Acne vulgaris, Global Acne Grad-
ing System, Cardiff Acne Disability Index, Patient
quality of life
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PE3IOME

[Ipe3 1960 roaunHa, MUOHEPHT HaA Ja3epHa-
Ta aepmaronorus A-p lonamaH, 3a ObpBH BT
M3Mo/13Ba pyOMHEH Ja3ep 3a Tepamnusi Ha nevus
flameus [1]. C TepmuHa ,.BacKynapHu ma3epu’
(BJI) ce o3nauaBar ycTpoOWCTBa, KOUTO M3IBYBAT
CBETJIMHHHM BBJIHU C (DU3MYHU XapaKTEPUCTHUKH,
NO3BOJISABAILM M30MPATENIHO BB3ACHCTBUE BBPXY
KPBBOHOCHUTE CBJOBE B KOXara, ONOCPEICTBa-
HO OT MOMTBIIAHETO Ha CBETIMHHATa EHeprus
0T XxemornoOuHa. MexaHu3MbT Ha JeHCTBHE Ha
BACKyJIapHUTE JIa3epH ce OCHOBaBa Ha Teopusra
3a cenekTHBHa (oTtoTepmonmsa [2], myOnuKyBa-
Ha nipe3 1983 ronuna. [Tokazanusita 3a ynorpeda
Ha BJI B nepmaronorusita Morat aa ce pas3nemsT
Ha TpH Irpynu — 3abomnsiBanus, npu kouto BJI ca
OCHOBEH M Y€CTO €IMHCTBEH METOJl 3a Teparus;
3abonsBanus, npu kouto BJI cbrnpoBokaatr meau-
KaMEHTO3HaTa Tepanus 1 3a00JsBaHus, IPU KOUTO
BJI ce ynorpebsBar nnuuaento. Lenra Ha To3u
0030p e 1a ObJe OT MOMOILl Ha MPAKTUKYBALUTE
JIEpMAToJIO3H, KaTo AajJe MIes 3a U3MO0JI3BaHETO
Ha BJI B neyenneTo Ha KokHUTE 3a00NsBaHUS OT
mbpBara rpyna - npu kouto BJI ca ocHOBeH mMeTon
3a Tepanus. Kato u3touHuk Ha uHpoOpmanusTa
e Obaar U3Mnoi3BaHKu MyonuKanuu, 6a3upaHu Ha
€KCMEPTHU KOHCEHCYCH M PBKOBOJIHHU MPUHLUIH
(guidelines), myOnuMKyBaHM B Hay4yHATa JUTEpaTy-
pa caen 2000 roauna.

KoarouoBn aymm: Backynapuu nazepu, PDL,
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IPL, Nd:YAG, KTP, nevus flameus, undpantu-
JeH XEMaHIHMoM, TelaHrMeKkTasuu, granuloma
telangiectaticum (pyoge-nicum), poikiloderma of
Civatte, angioma senile, venous lake, kenoun, xu-
nepTpouyueH UKATPHKC.

ABSTRACT

In 1960 the laser dermatology pioneer Dr.
Goldman used for the first time a Ruby laser for
the therapy of Port Wine Stain [1]. The term “vas-
cular lasers” (VL) is used for machines that emit
light waves with wavelengths, allowing selective
effect on the skinvessels through the absorption of
the light energy by the hemoglobin. The mecha-
nism of action of vascular lasers is based on the
Theory of Selective photothermolysis [2], pub-
lished in 1983. The idications for VL could be di-
vided into three groups - diseases, treated mainly
or solely with VL; diseases, treated with medica-
tions where VL are an additional treatment and an-
ecdotal reports. This review’s main purpose is to
be of assistance to practicing dermatologists, help-
ing them clarify the usage of VL in the treatmet of
diseases from the first group - where the VL are
the main treatment choice. Publications, based on
expert consensuses and guidelines, published after
the year of 2000, are going to be used as a source
of information.

Keywords: vascular lasers, Pulsed Dye Laser,
Intense Pulsed Light, neodymium-doped yttrium
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PE3IOME

[IpencraBsive ciydail Ha 4OBEILIKA JEMOIEKO-
3a, MpoTHYaIa KIMHUYHO 1o/ ¢opMaTa Ha peLu-
nuBupanl chalazion W mamynonycTyno3Ha KOKHA
JIeMOJIeK03a, MOKpUBaIlla KPUTEPUUTE 3a MbPBUY-
Ha JIeMO/IeK03a:
1. Jlunca Ha npeaxoxkaama uHGIAMaTOpPHA
JIlepMaTo3a.

2. AOGHOpMHA KOJOHM3aUusl Ha nujaocedauen-
HUTE (DOJUKYITH C JEMOJIEKCH.

3. H3nexkyBaHe, MOCTUTHATO CamMO C MOMOLITA
Ha JIOKAJTHH ¥ CUCTEMHH aKapUIIM/IH.

[lpy namueHTKara JMIICBAaT aHAMHECTUYHH,
KJIMHUYHU U TAOOPAaTOPHU JIaHHU 32 UMYHOCYTIpe-
cus. B mocThnHaTa HM TUTEpaTypa JIUICBa ONUca-
HHME Ha 1M0J00Ha KOMOMHALMS MPH UMYHOKOMIIE-
TEHTEH MalMeHT.

ABSTRACT

We report a case of human demodicosis,
presented clinically as a recurrent chalazion and
papulopustular skin demodicosis, covering all the
criterion for primary demodicosis:

1. Absence of any previous inflammatory

dermatosis.

2. Abnormal colonization of the pilosebaceous

follicles with Demodex folliculorum.

3. Complete healing only with local and

systemic acaricides.

There are no evident anamnestic, clinical or

laboratory findings for immunosuppression. In
the available literature there is not a similar case
of a immunocompetent patient with the described
characteristics.

BbBE/IEHUE

Bbrpeku, ue 1eMOoAeKCUTE 110 YOBELIKAaTa KOyKa
ca otkputu ome npe3 1841 roauua, easa Hamo-
CleTbK TE 3amoyYBar Ja MPUBIMYAT BHUMAHHUETO
Ha kiauHunuctute [1]. JluteparypHa cnpaBka B
Medline, w3non3Bama kKiI04OBM aymu ,,Human
demodicosis case report™ orkpuBa camo 30 omnu-
CaHM CIlyyasi, @ Mo-TSCHO Je(UHUPAHO ThPCEHE C
,Human demodicosis cutis case report™ Hamupa
camo 18 craruu.

KJUHUYEH CJYYAU )

[Ipencrasime nanueHTKa Ha 36 TOAMHM, MPH
KosiTo Tipe3 toau 2016 3anouyHana mosiBa Ha MHO-
JKECTBO 3a4€pBEHH Bb3EIYETa, CEKPETUpALLH
FHOM MO KoKaTra Ha KIIEMauyuTe, ONPENENISHH OT
nalMeHTKaTa Karo ,,e4eMHULH", CBIIPOBOJEHH OT
chpOeXK Mo X0/a Ha KjernayHuTe pbOoBe, MapeHe,
YyBCTBO 32 ,,4Yy’K/I0 TS0, MPEXOAHO 3aMbIVIsIBAHE
Ha 3pEHHETO U yCEellaHe 3a CyXoTa B oyuTe. 3a00-
JISIBAHETO TPOTHYAIO C XPOHUYHO-PELIUAMBUPALLL
XOJ1, BBIIPEKH MHOTOKPATHH MOCELIEHUs MpH O(-
TaJMOJIOT U Tepanus CbC CUCTEMHH U JIOKAJIHU aH-
THOMOTHUIH, JIOKAJTHU KOPTHKOCTEPOMH, XHUPYP-
IT'MYHO JICUEHUE C ,,lIPEMaXBaHE Ha HAKOJIKO KUCTH

i
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PE3IOME

Po3auesita e aepmarosa, yuaTo AeUHULINS
TbpPIH pa3BUTHE ¢ BpemeTo. [lonacTosiem ¢ tep-
MMHa ,,po3ales’ ce 03HaYaBa HaJIMYMeE Ha KIIMHUY-
HHU MPOMEHHU, KOUTO ce 00EIUHABAT OT CJIEIHUTE
(bakTh — Te ca XpOHMYHH, pa3BUBAT ce Ha (oHa
Ha (paumasieH epuTeM M 4ecTo 00XBallaT OYMTE.
Bbnpekn Hanpeabka B M3SICHABAHETO Ha MaTore-
He3aTa, BCEe Ollle MeJMILIMHATa He MOXKe Ja Mpe-
JI0KHM €THOJOrMYHA W/ MK Ae(UHUTHBHA Tepanus
Ha ToBa 3a0oasBane. [lopaan TOBa CbBPEMEHHOTO
JeYeHHe Ha po3alesTa € CHMITOMAaTUYHO, CJIe/10-
BATEJIHO KIIMHUYHUTE U3MEHEHHS ONpEesT U Te-
paneBTHUYHUS TOAXO/.

OOcwix1anaTa B MUHAJIOTO Bpb3Ka Ha jJepMma-
TO3aTa C MCUXUYHMU 3a00JsIBAaHUS W AJIKOXOJIU-
3bM, Hajara COLMaIHa CTUTMA BbPXY MAllUEHTUTE
cTpazauy ot posaues. OT apyra cTpaHa ToBa 3a-
OossiBaHE 4E€CTO HE Ce JMarHOCTHLIMpa U JIeKyBa
aJIeKBaTHO, KOETO BOJIM /10 3aCHJIBAHE HA BUAUMMU-
T€ U3MEHEHMS M NPEAN3BUKBA TEKKH TICUXOJIOTH-
YECKHU MpOoOJIeMH Ha MALUEHTUTE.

Pulsed Dye Laser (PDL) 00ekTHBHO U cTaTHC-
THUYECKH 3HAUYMMO MOBIMsBA (alMaIHUs epUTeM
M TEJIaHIMEeKTa3uUTe U MO TO3M HAuMH 3HAYUTEI-
HO 110100PsIBa Ka4eCTBOTO HA )KMBOTA HA MallMEH-
tute ¢ posaues. [lonoden edexr ce nadbmonasa u
CJIEJ] Tepamnus ¢ IpyruTe BaCKyJIapHH Jla3epH, KaTo

Ja3epHaTa Tepanus € €AMHCTBEHUIT HAuYMH Ja ce
Bb3/ICHCTBAa €IHOBPEMEHHO Ha epuTeMa, TellaH-
I'MEKTAa3uuTe U BaCKyJapHaTa peaKTUBHOCT (Mpuc-
TBITHOTO M3YEPBSIBAHE), KATO PEMUCHSATA MOKE /1a
MPOIBJKK TOMHU. Bhrpeku ToBa, na3zepHara Te-
parus Ha po3alest He € 4acT OT KOHBEHIIMOHAIHO-
TO JieueHHe Ha 3a00JIsIBAaHETO.

ABSTRACT

Rosacea is a skin disease, which definition has
gone through many changes over the years. Now-
adays the term “rosacea” is used for a group of
clinical changes, combined by the following facts
— they are chronic, they develop in the presence
of facial erythema and they often affect the eyes.
Despite the progress of identifying the pathogen-
esis of the disease, medicine still fails to give an
etiologic and/or final treatment of rosacea.

That is why the modern approach to rosacea
treatment is symptomatic, therefore the clinical
changes determine the choice of therapy. The com-
monly accepted association of the dermatosis with
psychological conditions and ethylism marks the
patients with a social stigma. On the other hand,
this common disease is quite often wrongly di-
agnosed and treated inadequately, which leads to
further progression of the symptoms and causes
severe psychological issues to the patients.
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PE3IOME

[lcesnockneponepmunre ca rpyna 3aboss-
BaHWs HA CHEIMHUTEIHATA ThKaH, KOMTO CE Xa-
pakTepusupar ¢ (Gudpo3a Ha KoKara M TOJIe-
KalUTE CTPYKTYpPH, JbJDKala ce Ha aucbanaHc
MEIKLy MPOAYKLUHUATA U Pa3rpakJIaHeTo Ha KoJja-
rera. [Ipexpasnonaraimre Gakropu ca eK30reHHu
W €HJOT€HHH, KaTO Hal-3HAYMMHU OT €K30Tr€HHUTE
ca BuOpauronna donect, GpusmukanHa TpaBMa, XH-
MUYHH (DAKTOPH (MOMMBHHHIXJIOPU, CHIMIMEB
Npax, CUIMKOH, a30€CT) U JeKapCTBEHA WH/IyKIIUs
(OnieoMMLMH, IUCTIIATHHA, apCEH, S-XUAPOKCH Jie-
pusatu). [lpu cknepopepmo-nogoGuuTEe CHCTOS-
HHS KO)KHUTE CUMIITOMH MMUTHPAT 3a00JIsIBAHETO
ckieponepmust, 0e3 1a ca Haiuie KiacupuKkaim-
OHHH M JIMArHOCTMYHH KPUTEPUH 33 aBTOMMYHHA
ChEJIMHUTEIHO-ThKaHHA OOJIECT.

[Ipencrapsame ciydaii Ha 57-rogumiHa keHa
aHaMHe3a 3a NpOrpecuBHa KOJKHA CKJIEpPO3a B 00-
J1acTTa Ha JICKOJITETO M BOJAPHHUTE MOBBPXHOCTH
Ha NMPEJAMUIIHULIATE, C TEHAEHIMS KbM yBeIUya-
BaHE pasMepa Ha IUIAKMTE W 3acsraHe Ha HOBH
yJacTelu OT Kokara. KnMHMYHO ce mpencrassaT
EPUTEMHO-E/IEMHH IJIAKU C BOChYHA IIBTHOCT U
HamajleHa €J1acTUYHOCT. [lapakiIMHUYHHWTE U UH-
CTPYMEHTAJIHH M3CIe/IBAHUS ca 0€3 OTKIOHEHHs,
OCBEH MOBHILIEHH HUBA Ha IgM aHTH-KapAMOIUIIH-
HOBH aHTHTENa. IIpoBenenara tepanus ¢ Penici-
lin, cHcTEeMHM KOPTHKOCTEPOM/IH, LIMTOCTATHIIA U
UVA ¢orotepanus nokassa He3HaUMTETHO MOJIO-
Openue. [TaunenTkara e noa HabaroneHHE.

KmouoBn aymu: ncesnockpenonepmus, Scle-
roderma-like syndrome, cunukaru.

ABSTRACT

Pseudoscleroderma is a connective tissue di-

sease characterized by fibrosis of the skin and
underlying structures because of an imbalance
between collagen production and degradation.
Predisposing factors are divided into exogenous
and endogenous, as the most important exogenous
one’s are the vibration disease, physical trauma,
chemical agents, drug induction and others. Sclero-
derma-like conditions are those in which the skin
mimics systemic sclerosis, but specific classifica-
tion and diagnostic criteria for connective tissue
disorder are not detected.

We present a case of 57-year old woman with a
history of progressive thickening of the skin in the
neck and volar surface of the forearm that appeared
with a tendency of gradually increasing in size and
covering new areas of the skin. Clinically she pre-
sented with erythemo-edematous indurated plaques
and reduced elasticity. Para-clinical and instrumen-
tal investigations are without deviations, with the
exception of elevated levels of IgM anti-cardio-
lipin antibodies. Therapy that was given included
Penicillin, systemic corticosteroids, cytostatics and
UVA phototherapy, but with only a minor improve-
ment. The patient is under observation.

Key words: Pseudoscleroderma, Scleroderma-
like syndrome, Silica.

BBbBE/IEHUE

TepmunbT | cxneponepmus™ mnpousnamza o
IPBUKHTE JIyMU scleros (TBbpa) U derma (koxa) 1
O3Ha4YaBa BTBbP/sBAHE HA KoKaTa. 3a00JIIBAHETO
Sclerodermia progressiva (Sleroderma, cucrem-
Ha CKJIepo3a, SS¢) ce onpesens Kato aBTOMMYHHa
CbeAMHHUTENHO-ThbKaHHa Oonect (AMCTB), kna-
cuuIMpaHa ¥ JTUArHOCTULMPAHA 10 CTPOTrO OIl-
penesIeH! KITMHUYHU U UMYHOJIOTHYHU KPHTEPHH.
Yecrorara e 5-300/1 000 000 aymm Hacenenue,
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KOHCEHCYC

XEMAHI'HOMMU B KbPMAYECKA U PAHHA JIETCKA Bb3PACT — IMATHOC-
TUKA U JIEYEHUE

INFANTILE HEMANGIOMAS - DIAGNOSTIC AND TREATMENT

KOHCEHCYC HA BbJIT'APCKATA EKCIIEPTHA I'PYIIA 3A JIEYEHUE HA
XEMAHI'HOMH

CONSENSUS OF THE BULGARIAN EXPERT GROUP FOR IH TREATMENT

To3u KoHceHcyc e IpHeT HA BTOPOTO 3ace/laHue HAa ObJIrapcKaTa eKCnepTHa rpyna 3a JedyeHue
HA XeMaHTHOMH, KOSITO €€ CbCTOM OT CNIeLHAJIHCTH B 00/1aCTTA HA NMeJHATPHUSTA, 1ePMATOJIOTHSITA,
HEOHATOJIOTHATA, IeTCKATA KapAHOJI0IHs, OHKOXeMATOJIOIUsATAa U JIeTcKaTa Xupyprusi. Beuukn
CHENHAINCTH, BKJIKYEHH B KOHCEHCYCAa ¢a ¢ MHOTOTOHIIEH OMUT B JICYEHHETO HA XeMAHIHOMM
M y4acTBAT B MHOKeCTBO ObJrapCcKH M MeKJAYHAPOAHHM NMyOJIHKALMU 1O TeMaTa. bbarapeckusr
KOHCEHCYC € Ch3/1a/leH cJjle] ABe padoTHH cpeliH (MbpBaTa, MPOBOKHPAHA OT POAUTE/H HA Jena
¢ XeMaHIHOMH ¥ uHMuHupana ot Haumonanna Ianuentcka Opranusanmsi) ¥ BKJIKOYBA 0HO/IMO-
rpacku 0030p Ha ChleCTBYBAIMTE eBponeiicku koHceHcye (1) U crarnu, 00001EeH COOCTBEH
ONHUT HA YYACTHUIHTE B KOHCEHCYCA, KOJHYECTBeHa CHCTeMa 32 IJIacyBaHe M PeIaKIusl HA 010-

GpeH BE€Y€ OKOHYATEJICH PBbKOIUC.

CIIUCBK HA EKCIIEPTUTE,

YYACTBAJIU B U3I'OTBSAHETO U IPUEMAHETO HA BBJTAPCKHU KOHCEHCYC 3A
JANATHOCTHUKA U JIEYEHUE HA XEMAHI'HMOMUA B KbPMAUECKA U PAHHA JIETCKA
Bb3PACT
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BbBE/IEHUE

Herckure xemanruomu (JIX') ca Haii-uecTy-
T€ JI00POKAYECTBEHH CBHAOBH TYMOPH MpH Jela
Ha Bb3pacT 10 | ronuna. Xapakrepusupar ce che
CreLU(pUYEH eCTECTBEH X0 HAa pa3BHTHE B TpH
(basu - 6bp3a nponudeparusna dasa, (aza Ha cra-
Ownnsanust u hasza Ha 6aBHA ClIOHTaHHA perpecusi.
JIX o0uKHOBEHO ce pa3sBuBaT B MbPBUTE JHM 10
TPH CEAMHULM ClIel paxaaHeTo. J[oKaTo mpH mo-
BEUCTO OT XEMAHTHOMMTE HE Ce Hajiara Teparmus
H perpecupar CnoHTaHHo, npu okono 10% ot JIX
HaCTBMBAT yCHOKHEHUs. DaKTOpU 3a MOBHIIEH
PHCK OT pa3BHTHE Ha YCIIOXKHEHHS Ca TOJIsIM pa3-
MED, Pa3MoOKEHHE B LIEHTPAJIHATA YACT Ha JIUIe-
TO, Pa3BUTHE Ha YILEPAUMH U HOZyIapHa (opma
Ha xemaHruoma. Burpekn 4e ca no6pokadecTse-
HU W IPETHPIISABAT CIIOHTAHHO OOPAaTHO pa3BHUTHE,
25-69% OT XeMaHrHOMHTE OCTaBAT TPalHU KOX-
HH NIPOMEHM: TEIAHIHEKTa3uH, (UOPO3HO-MacT-
Ha TbKaH, arpO(YUYHMU NMPOMEHM HA KOXKATA MM
unkarpukeu [2]. C BbBeXIaHETO HA MepopasHus
NPONPaHOJI0N MHOIO OT KOHBEHLIMOHAJIHUTE Bb3-
MOKHOCTH 32 T€panusi Be4e U3JIU3aT OT ynorpeba
[3]. Tosu koHceHcyc 06061maBa HacTOSIUTE npe-
MOPBKH 3a JIEYCHUE Ha ycinokHeHH J[X.

2. ENMAeMHOJOTHYHH JaHHH M PHCKOBH
hakropu

XeMaHrMOMHTE Ce pa3BMBaT NPUOIM3UTENTHO
npu 4-5 10 10% ot poxenute B HOpManHa recta-
UHMOHHA BB3pacT [4] [5] u 10 30% OT HenOHOCEeHU-
Te KbpMayeTa [6].

OcHoBen puckoB ¢aktop 3a pasBuTHe Ha X e
HHUCKOTO TEIIO Mpu paxaaHe [7]: mpu BCSIKO OTK-
JIOHCHHE OT HOpMara Ha TENIOTO MpPH paXkJIaHe ¢
500 rpama, pucksT ot JIX ce yBennuasa ¢ 40% [6].
IIpoyuBanusTa couar, ye Momuuerara ca 3acerta-
Td 2,3-2,9 mbTH noBeye OT MOMYEeTaTa [9]. Apyru
(haktopu ca MHOrommoaHa GpemeHHOCT, 10-3psiia
BB3PACT Ha MalKara, MH BUTPO OIUIOKIAHE, Mpe-
CKJIaMIICHs M NjaleHTapHu aHoMauu [10]. Crio-
PEN HAKOM u3cienBaHus (paMMUIHATA aHAMHE3a 3a
POIHHHA OT MbPBO KOJISIHO YBE/THYaBa JIBOWHO PH-
CKa ot mosisa Ha /X [6].

3. ETuonarorenesa
[IpuunHKTE 3a pa3sBUTHE HA AETCKUTE XeMaH-
FMOMH HE Ca HaMlBJIHO sICHU. 3BECTHU ca HIKOIKO

OCHOBHM XMIOTE3HU: MUIALEHTApEeH MPOM3XOL; re-
HETHYCH Je(EKT MM COMAaTHYHA MYTaLUsl HA CH-
NOTETHUTE KIICTKH; ThKaHHA Xunokcus. O6chkaa
CC M BJIMSAHUETO HA BHHIIHU (hAaKTOPHU, KOUTO Ch3-
JlaBat ONIaronpusTHA CPEJia 3a KIIEThYHA NponHde-
paums. I1pe3 nponudeparusuara dasa ce admo-
7laBa MOBUILIEHA CEKPELUs HA HAKOM aHTHOTE€HHU
MapKepH KaTo OCHOBeH (hubpobiacTen pacrexeH
¢akrop (bFGF), cbmoB enmorenen pacTexeH
daxrop (VEGF), uncynuno-nono6en pacTexeH
¢akrop-2(IGF2), kakto 1 Ha PELEnTOpy 3a Te3u
¢axropu karoVEGFR2, VEGFR3 u FGFR4 [11].
EdekTuBHOTO neuenue u crnontanHoTo o0OparHo
Pa3BUTHE C€ CBbP3BAT ¢ noHmwxkasaHe Ha VEGF u
bFGF kakTo B camusi XeMaHTHOM, Taka U B KPbBTa
Ha nmanueHra [12].

IlnanenTapeH npousxon

XapakTepucTHKaTa Ha XHCTOXMMHYHHTE Map-
kepu nipu JIX (GLUT 1, LewisY, FcRIII, MEPO3HH)
€ MoA00Ha Ha Te3H, eKCIPECHUPAHH OT IIaleH-
TapHata TbKaH [13]. ToBa Boxu KbM XMmoTesara,
ue JIX ce pa3sBuBar ot eMOOIM3MpANH KIETKH Ha
nnauenTara [14]. B neiicrBurennoct, passuruero
Ha JIX n niaueHTara ca CXOAHM — Te MpemMHHaBarT
npe3 Obp3a nponudepauus, nocieaBana ot nocre-
MICHHO 00paTHO pa3BHUTHE.

ComarnyHa MyTauMs Ha eHIOTENHUTE KICTKH

[Tocnenuure npoyusanus nokassar, ue /X ce
obpasysar ot CD34+/CD133+ enporennu npore-
HUTOpHM Ki1eTku [13].Te umar cnocobHocTTa 1a
ce audepenunpar B GLUT 142 eHpoTeIHH KIeTKH
U MpH perpecust Ha JIX B aaumnouury.

ThbKaHHA XUDOKCHSs

TekanHaTa XUMOKCHS MOke na Obae crumyn
3a cproBa npomvdepanns. CbCTOSHUATA, KOMTO
Ca CBbP3aHHU C XUIOKCHUsl (NPEXKIEBPEMEHHO PaX-
JlaHe, aHOMAJIMK Ha IUIALEHTATa, HUCKO TEMIO NpH
PaXJane, no-3psaa Bb3pacT Ha Maifikara) ca mpe-
obnanapaiy Ko-(hakropu 3a oOpasyBane Ha J[X.

4. ChBpemenHa kaacupuKanus

JleTckuTe XeMaHrHOMH ca B rpynara Ha BaCKy-
JlapHHUTE (CHAOBH) aHOManMu (Tabnuia 1), xouto
C€ MOAPA3/CTAT Ha JIBE TOJIEMHU IPYIH: BaCKyIap-
HH TYMOPH U BaCKyJ1apHH Majidopmaiuu.

PasrpannyaBaneto Ha Backymaphute TyMOpPH

' IX - XeMaHI1OM B KbpMmauecka 1 PaHHa JIETCka Bb3pACT, ChOTBETCTBAL HAa MEKAYHAPOIHHUs TepmuH Infantile-
hemangioma, o6xpanar or MKB D.18 (Xemanruom u mumdanruom ¢ pasanuna JIOKanu3anus)

* IJIIOKO3EHTPAHCIIOPTEH NpoTenH |+
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ToTanHa rpPnxa 3a nayneHTmnTe C
dATOMNYEeH AepmMmatnTt

A-p 4. Ueemaroea, floy 0-p N. HopdaHosa, lMpodp. d-p []. locnoduHos
Kameopa [lepomamonoeus, BeHeponoaus u Anepzonoeus, @akynimem MeduyuHa,
MeouyuHcku YHusepcumem - [li1egeH

ATONWYHWAT AepMaTUT e LWMPOKO
pasnpocTpaHeHa XpPOHWYHA Bb3Manu-
TefHa [epmaTo3a, KOATO 3anoyBa ouye
B getcrBoto. Cnopen nocnegHu AaHHW,
NpUONU3UTENHO 2 MUIMOHA XOpa CTpagaT
oT ToBa 3abonaBaHe. To ce cpela npu 15-
30 % y peuata n npu 10-20 % cpep Bb3-
pacTHWTe, KaTo YecToTaTa My e Nno-B1CoKa
B pa3BuUTUTE CTPaHW. ATOMUYHUAT Aepma-
TUT € YacT OT aTONUYHUA CUMNTOMOKOM-
NIeKC, KOWTO BK/OYBA OLLe aTonuyHa
acTMa, CeHHa Xpema, anepruyeH KOHIOHK-
TuBuT. Mpn 84% ot pgeuata ¢ AtonuyeH
[AepMaTuT ca Hanuue HapyLlweHnsa B CbHA,
anoseye ot 1/3 nanuteat AnckomdopT oT
BBHLUHWA CY BUA.

OcHoBHa pona B maTtoreHe3ata Ha
3abonABaHeTO MMaT HapylleHaTa KOoXHa
6apuepa 1 pasTPOMCTBOTO Ha UMYHONO-
rMYHUA OTrOBOP, B KONTO yyacTeaT T-xen-
nepu, UUTOKUHN (MHTEpReBKUHNU 4 1 13)
1 umyHornobynuH E (IgE). Mpu naymeHTtn
C ATOonWuyeH AepMaTUT ca YCTaHOBEHWU
MyTauum B reHa, OTrOBOPEH 3a CUHTe3a
Ha GenTbka dunarpuH, OCHOBEH CTPYK-
TypeH npoTeunH, obycnasaw bapuepHara
dyHKUMA Ha KoXaTa, npepnassauy A OT
eKcuecvBHa BofHa 3aryba. [lopagu us-
pa3eHaTa BpojeHa CyxoTa Ha KoxaTa npu
nauveHTute ¢ ATonuyeH gepmaTuT e no-
BULIEHO NPOHUKBAHETO Ha Apa3HuUTeN B
Hes, NpeAVMHO MUKPOOPraHU3Mu 1 anep-
reHu. ToBa BOAM A0 NOBULLEHA aKTUBHOCT
Ha T-xennepwute ot cy6bnonynaums Th2 u
JlaHrepxaHcoBuTe KneTku B Koxarta. lMpu
nauveHTn ¢ ATonuyeH AepmaTuT ca fo-
Ka3aHy HapyleH KneTbyHO-MeaunpaH
VUMYHUTET, HaManeH XeMOTaKCMC Ha MOHO-
HyK/ieapw, yBefiM4yeHn H1UBa Ha CepymeH
IgE. [lokasaHo e, ye yBennyeHneTo Ha IgE,
Hamarnsaea HuBaTa Ha T-cynpecopure (Ts).
OT cBOA CTpaHa, HapyLIEHUAT KIEeTbYHO-
MeMMpaH UMyHeH OTroBOpP Ce NposBABa
C YeCTU KOXHW BUPYCHU 1 BakTepuanHm
nHpekumn. KnuHnyHaTa nssea Ha 3abons-
BaHETO € Pa3/InyHa, B 3aBUCUMOCT OT Bb3-
pacTTa u e npeacTaBeHa B maba. 1.

3a noctaBsAHe Ha AmMarHo3ata ATtonu-
YeH JepMaTuT ce U3non3Bat Kputepuute
Ha Hanifin 1 Rajka (1980 r.). Te ca rnasHu

54 GEE

1 BTopocTeneHHn. Kbm nbpBuTe cnagat:
NPypUTYC, XPOHNYHO-PeLanBMpaLY X0
Ha 3abonaBaHeTo, ¢nekcopanHa nu-
XeHnpMKauma, aHamHe3a 3a aTonuyHa
npegucnosnuma - damunHa w/unm uH-
AvBuAayanHa. BropocTteneHHuTe KpuTe-
pun BKOYBAT - KCepo3a, UXTNO03a, TUN
1 KOXHa peakTMBHOCT, Hayano B paHHa
Bb3pacT, TEHAEHUMA KbM KOXHN UHEK-
uun, NoBulIEHW HMBa Ha cepymeH IgE,
rbHKa Ha Dennie-Morgan, npegHa cy6-
KancynapHa KatapakTta, nepuop6urtanHo
NOTbMHABaHe, CbpbeX Npw NoTeHe, BUS-
HWe OT eMOLMK, XPaHUTENEH MHTONEPAHC,
HecneynduyeH JepmaTuT Mo pbueTe 1
Kpakarta, pityriasis alba, erythema faciale,
ek3ema no apeonute, 6an gepmorpadu-
3bM, Keratoconus. [luarHosarta ce nocra-
BA NPW HaIMYMETO Ha TPY FNaBHU U NMOHe
Tpu BTOpOCTEeneHHu Kputepus. Mpu 70%
OT nauueHTuTe 3abonAaBaHeTo ATOMMUYEH
[epMaTuT npemMuHaBa B TUMHEMKbPCKa
Bb3pacT, KaTo B OKono 25% 1o nepcuc-
TUPa A0 Kpas Ha XnBOTa Ha 6onHuTe nop
dopmaTta Ha AuMceMUHMpaH HeBpopep-
MUT.

JIEYEHUE HA

ATOMWYEH OEPMATUT

Ha nbpBo MmACTO 3a npaBUNHOTO
neuyeHve Ha 3abonABaHETO € MHOro Ba-
XHO [la ce onpefenu HeroBaTa TEXeCT.
Cnopep egHa OT cKanuTe 3a OLEHKa Ha
TeXecTta Ha ATOonuMYeH [epmatuT, u3-
BecTHa, kato SCORing Atopic Dermatitis
(SCORAD index), ca no3Hati Tpu crene-
HU Ha TexecT Ha bonecTTa - neka, cpeaHa
N Texka ¢opma, nmocoyeHn B mabna. 1.

JleyeHneto Ha 3abonsBaHeTO 3aBUCH

OT TexecTTa Ha u3sea. Cnopea nocnegHn
[aHHW TepanuaTa 61Ba ABa BUAA - OCHOB-
Ha 1 noaabpalya. JleyeHneTo npm pas-
NINYHUTE CTENEHN Ha TEXECT Ha ATonuyeH
AepMaTuT e nokasaHo Ha ¢ue. 1.

B ocHOBHOTO neyexvie Ha ATonNUYHUA
AepPMaTUT MbPBO MSCTO 3aeMaT SIOKanHU-
Te KopTukocTepouan. Te ce u3nonssar B
nepvoguTe Ha obocTpsHe Ha 3abonssa-
HeTo, Nopaju N3ABEHUTE UM NPOTUBOBb3-
nanuTenHn cBOMCTBa. M3BeCTHM ca ronam
6poit KNMHUYHW pe3ynTaTi, NOAKPEensaLm
edukacHocTTa um. Mpunarar ce Bbpxy 3a-
CerHatTuTe KOXHW y4acTblLy BEAHbBXK Ui
[iBa NbTN AHeBHO. CbrnacHo AMepukaH-
CKaTa Knacudukauwms, NOKanHUTe KopTu-
KocTepouav ce noapasaensaT B 7 0CHOBHM
Kfnaca, a cnopep CBOETO AeWCTBUE Te3n
npenapatu ce nofpasfensaT B CnegHu-
Te TpU Kateropuu: BMCOKO MOTEHTHM:
(knac 1-3) - Betamethasone dipropionate
0.05% wun Clobetasol propionate 0.05%,
CPeAHM Mo cuna NoKanHy KOPTUKOCTEPOU-
Aan (knac 4 n 5) - Betamethasone valerate,
Desoximetasone 0.05%, Fluocinolone
acetonide 0.025% wu cnabw no gencrsve
NOKanHM KopTukocTepouan (knac 6 u
7) - Fluocinolone 0.01%, Hydrocortisone
butyrate 0.1%, Hydrocortisone 1% u 2.5%.
Bucoko noteHTHUTE cTeponay He Tpsibea
[ia Ce U3MON3BaT 3a NoBeyYe OT TPU CeaAMU-
un. HUCKO MOTEHTHUTE NOKaNHU KOpTU-
KOCTepounam ce NpenopbyBaT Npu AeLara,
nopaaun BUCOKOTO PeflaTUBHO OTHOLLEHUe
MeXy KOXXHaTa NOBbPXHOCT 1 TenecHata
Maca npu TAX CNPSAMO TOBA Ha Bb3pacTHU-
Té W MnoBulIeHaTa cuctemHa abcopbuums
Ha npwnaraHute cpeacTsa. Morat ga ce
npunarat B o6nacTra Ha MMLETO 1 WKATa

Npenopbku 3a neyeHne Ha ATonnyeH gepmaTut

Jlex

JNokanuu NKC
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Our. 1. Jleyexue npu pasnuyHITe CTENEHN Ha TEXECT Ha

Atonuyen gepmatut

YO potorepanua '
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Mycophenolate



B’ bAI'”APCKA BAAA KHUT A ITO AEPMATOAOTUA

MN31aBaneTo HA Oe/iM KHHMIH MO 1epMATOJIOTHS 3aM104Ba KaTo Tpaauuus or Esponeii-
ckusi [lepmarosnoruuen @opym npes 1987roa. Llesita e 1a ce moAnomMorHar JieKapure,
KaTO B CHHTE3HPAaH BH/l HM Ce NMPEJACTABAT OCHOBHHTE M ChIIeBPEMEHHO HAl-ChbBpPeMeH-
HH MOCTHKeHUsI B JepmaroBeHepooruaTa. IlpoabizkaBaliku Ta3u pyopuka cnucanue
JlepmaTo/iorusi 1 BeHepoJIOrHsl CH MOCTABS 32 1eJl eIHOBPEMEHHO 12 OChBPEMEHH 3Ha-
HHUSITA U 12 3aNa3H TPAJAMLUMHUTE B TEPANUATA HA ObJrapcKara 1epMaTo/iori4Ha mKoJia.
JInncara Ha HOB Y4eOHHK, KOWTO /1a BKJIIOYH HAH-HOBHTE eTHONMATOTeHETUYHH, IHATHO-
CTHYHHU U TEPANEeBTHYHH JOCTHKEHHUs! € IPUYNHA 32 NPOIBJKEHHETO HA Ta3u PyOpHuKa.

[1. peoakmop
4. kop. Hukouaaii llankos, 1.M.H
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[l1aBara oT 0s1/1aTa KHMI'a HA TEMA aTONHYeH IePMATHT e npueTa Ha 3acenanne Ha Cek-
UMsATa MO JAepmaroajieprosioruss kebM bbarapckoro lepmaronoruuno /Ipy:kecTBo mpes
2018r. m e cb3aaneHa, 3a 1a ce M3MO0J3BA OT CNENHAJIMCTH — AePMATOJI03H B HHTEpeC HA
NAIMEHTHTE U B PAMKHTE HA 100paTa KJIMHHYHA NpakTHKa.bsijiata KHHra Ha aToNUYHUS
JAE€PMATHUT MNPeICTAB/AABA NPoAbJIKeHHe HA KoHceHcyca Ha BJIJ/L or 2012 roauna [1], karo
ca npudaBeHH HOBH 1aHHU H CbBPEMEHHH TePANeBTHYHH METOIM OT NMOC/AeAHUTE 5 FOAUHH.
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- DEREW KIMRNYHN CAyUan

Cnyyam Ha nauneHT Cc aTonn4yeH
AepMaTuT 1 nonnanepruyHa
KOHTaKTHa peakuua

A-p M. bBuxosa’, [J-p B. Tunuesa’, [J-p A. lMonoe’, [J-p K. locnoduroed’, -p A. Benescka?,

Joy. 8-p U. Mopdaroea’, d.m.

L Kameopa no flepmamonoeus u Beneponoeusd, Qakynmem MeduyuHa,

Meduvurcku YHusepcumem - [negeH
? Kamedpa VHdexyuo3Hu 60aecmu, NApasumonoaus U 0epmMamogeHeposioaua
MeduuuHcku YHusepcumerm - BapHa

BbBEOEHWE

AtonuuHunaT gepmatut (Al) npea-
CTaBNABa XPOHWYHO-PELNGUBMPALLO,
reHeTUUHO 00YCIOBEHO, Bb3nanuTes-
Ho 3abonsABaHe Ha Koxara. B ocHoga-
Ta Ha 3ab0NABaHETO CTOAT ABa Aedek-
Ta - HapyweHa bapuepHa QyHKUMA
Ha KoXKaTa W OTKNOHEeHWA B UMYHHWA
otrosop (1). MoHAKora e TpyAHO aTo-
NMAYHWUAT AepMaTUT fa ce pasrpaHuyn
OT anepruyH1A KoHTakTeH AepMaTuT
(AKD), Tbi1 KaTo W ABETe CbCTOAHWA
UMaT CxofHa KAWHWYHA W3ABA, a K
Cblle Taka MOraT fa CblecTByBaT
eqHoBpeMeHHO (2). HapyweHaTa ba-
puepHa GYHKLUMA Ha KoaTa npu AL
npefpasnonara passuTueto Ha ARJ,
TbA KaTo Te3w [Be CbCTOAHUA Umat

HAKOU 0B  NAaTOhWUINONOTUYHNA
MeXaHW3mMu,
KAWHWYEH CNYYAH

Mpepcrasame nauweHT ¢ Afl or
MBbKKW non Ha 70 r. ¢ gaHHK 3a auce-
MWHWPaH No nuueTo, Topca U Kpai-
HULWTE Cbpbaw obpue ¢ 15-roguiiHa
LaBHOCT. 3abonARaHeTO & NpPOBOKM-
pPaHO MbPBOHAYaNHO OT KOHCYMa-
umMa Ha arogw. MNpes roguHWTe vMa
XPOHUYHO-PELVMANBMpALL, X0 KaTo
ce obocTpA NpeguMHO cnefl npuem
Ha HAKOW XpaHu (AkUa WU AZKK) 1 OT
KOHTaKT C OMEKOTWUTENW, WHAYCTpW-
anHyW 1 npomuwnexHy Gow. MauveHTLT
e apxXUTEKT Mo Npodecud 1 YecTo e
M3N0XEeH Ha BIMAHWMETC Ha pPasnuny-
HW XUMuKanu. EQuH oT Haw-TexkuTe
peunanBn Ce NpPOBOKWPpa e KOH-
TakT ¢ 608 NO NOBOA PEMOHT Ha M-
nnweto My, CTpaga oT XunepToHUYHa

Bpoii 6, HKM 2019

6onect oT 30 roguHK, 33 KOATO Npue-
ma Valsartan/Hydrochlorthiazide. ®a-
MUIHO 0BpeMeHeH No MalyuHa nu-
HKA 3a ATONWMYHa eK3emMa.

MHOrokpatHo npoBexgan neve-
HUE C JIOKanNHW N CUCTEMHK KOpTU-
KOCTEPOUAN, aHTUXNCTAaMUHN C Bpe-
meHeH edekt. OT 6 Meceua e Ha
cuctemHa TepanuAa ¢ Methotrexate
15 mr/cegminyuHo, Desloratidine 5 mr/
JHEBHO 11 EMOJTUEHTU.

Kbm MOMEHTa Ha npernefga na-
TOMOTMYHWTE KOMHW MPOMEHW aH-
raXupar NUUeTe W eKCTEeH3OopHUTE
NOBBPXHOCTU Ha TOPHWTE W JOMAHW
KpanHuun. lpepcraeat ce ot cume-
TPUYHO Pa3nONOXKeHW EepPUTEMOCK-
BaMO3HU MNakn € HE3HAUMTENeH WH-
bunTpaT, ¢ eAMHWYHU EKCKopUaLWm.
CybeKTUBHO-YMEPEHO W3PaseH Cbp-
6ex. Buanmm nnraByLm 1 KOXHW Npu-
JaTbuy - 6e3 NATONOrMYHN NPOMEHI.

CbhbpoeyHoOCbOOBA W AUXATENHa
ccTemm - 6.0., KpaiHuym - 6e3 otouw,
nepudepHn NMMOHN BL3NN - He Ce
nannupat yBenuueHu. BuoxumuyHu-
Te noKasatenu u ctorHocTn Ha [MKK
ca B pedepeHTHU rpaHnLn.

Mpu naunveHTa 6e nNpoBefeHO
eNUKYTaHHO aneproforuyHo TecTy-
BaHe CbC CTaHAapTHa eBponelicKka ce-
pvA 5-1000, KaTo fBe ceAMUUM Npean
TOBa NpVemMaHuTe OT MauWeHTa cuc-
TEMHW MeguKaMeHTH Baxa cnpeHn.

MpK OTYMTaHE Ha pesynTaTuTe Ha
48-7 yac nauneHTHLT cbobWK 3a cu-
NIEH, MbYMATENEH Cbpbex B obnacTTta
Ha TECTyBaHaTa 30Ha. YcTaHoBeHa be
MO3MTMBHA anepriyHa pPeaxkuna Kbm
9 ot npunoxenunTe 30 anepreHa:

* 2-PPD (+++)

* 7-Nickel (+)

¢ 11-IPPD (++)

* 18-Formaldehyde (++)

* 19-Fragrance mix | (++)

» 23-Methylisothiazolinone (++)

» 27-Fragrance Mix Il (++)

» 28-Hydrohyisohexyl
3-cyclohexene (++)

* 30-Textile dye mix (+++)

Gue, 1. 06w nnax

Que. 2. KoHMaKmMHA cPBXHYECMBUMENHOCM
keM 2-PPD (+++), 7-Nickel (+) u 1T-IPPD (++)
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TEPAIIUS ITPU ATOITUYEH JEPMATUT

KOHCEHCYC HA BBJITAPCKO JEPMATOJIOI'TYHO APYXKECTBO

CEKIIUA ,, JEPMATOAJIEPT'OJIOI' S
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Tepanesmuunama cmpamezus 3a amMonu4en
oepmamum e npuema na 3acedanue Ha Cekyu-
Ama no depmamoanepzonozusa kvm bwvazapcko-
mo Jlepmamonozuuno /pysycecmeo npes 2020 2.
Cveépemennama mepanua npu A/l cvowvpuca pe-
ouya HOGU mepaneemudHuU nOOX00u npu moea
3abonsaeanua. Ilpenopvkume 3a mepanusa ca
NPeOHA3HaYeHU 3a U3NO0136AHe OM CREUUAIUCTU
— 0epmamonosu 6 uHmepec Ha nayueHmume u 6
pamkume Ha 0o6pama KIUHUYHA npakmuka. 3a

Al

nspeu novm 6 6’b.’18(lp('l\‘ll KOHCEHCycC ce u3nojizea
CMmeneH Ha 00KA3ameiCmeeHoCm 3a OUCHKAa Ha
paziudHume mepanesmuiHu nooxoou.

I. A3no/13BaHN HAYMHH 32 OlleHKAa HA Tepa-
NMEeBTHYHOTO /ielicTBHE:

OlleHKaTa Ha OTJEJIHUTE MEJIUKAMEHTH € Ha-
MpaBeHa B 3aBUCUMOCT OT BHIa M OpOsi Ha MpOoyY-
BaHHUATA U MeToaMTe Ha aHanu3. (Tabmuua 1, 2)

Il.Tepanus



CTAHAAPT

CTAHIAPT 3A MEAMIIMHCKHW I'PHKHU ITPU TALIMEHTU C ATOITUWYEH JEPMATUT
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STANDARD OF CARE FOR PATIENTS WITH ATOPIC DERMATITIS
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°TU ,, Angel Kanchev* — Russe; "Department of Dermatology, Venereology and Allergology — MU
Pleven; *Section of Dermatology and Venereology — TRU Stara Zagora

HacrosiuusiT cranaapr 3a MeJMUMHCKN TPHKU PU manuedTH ¢ AJl e npueT Ha 3aceIanne Ha
Cekuusra no Jlepmaroanepronorust kbM BJ1. Toii cbabpska mocaeHUTe JAHHH 33 JIeYeHHe Ha
A/l M e B YHHCOH ¢ eBPONEACKHTE M MeKIYHAPOIHN KOHCEHCYCHH T0KYMEHTH 1o Temata. IMpen-
HA3HAYEH e 32 1a ce U3MO0JI3Ba 0T CIeNHATUCTH-1ePMATOI03H U JIeKAPH OT JAPYrH CHEHATHOCTH
(meqnarpm, aneproaosu, OILJI) B uHTepec HAa MANMEHTHTe U B PAMKHTE HA A00pPaTa KIAHHHYHA
NpaKTHKA,

1. BbBEJEHUE

ArtonnunuaT AepMatut (A/l) e 4ecTo cpeliaHo XpOHHYHO Bh3IaIUTENHO 3200 15BaHE Ha KOKATA ChC
CJI0KHA NATO(PU3HOJIOrHS, KOSTO € B OCHOBATa Ha IUPOK CHIEKTHP OT KIMHUUHK (eHoTunoBe. Jledenue-
T0 Ha A/l OCTaBa NIPEAM3BUKATEICTBO NOPAIH HEAOCTATHYHOTO TIOBIMSBAHE OT HAJWYHKUTE Teparui [1].
HeotnaBrawnusT Hanpeabk B pasdMpaHeTo Ha MEXaHU3MHUTE Ha 3a00NIBAHETO JIOBE/E 10 OTKPUBAHE-
TO Ha HOBH JICKAPCTBA W HOBM MOTEHIIMAJIHU TE€PANEBTUYHH 1ienu [2,3,4].

2. ONPEJAEJAHE HA CTEINIEHTA HA TEXKECT HA Al

C ornen mpeuusHa JMarHoctuka Ha AJl B FOAMHHTE Ca Ch3JaJeHH Pa3IMdHU CXeMH 3a OLEHKA Ha
AL, kaTo K 110 JIHEC HAMA EIMHHU U OOLIONPU3HATH KPUTEPHH [5]. ‘

B Hauanoro nuarnosara tpsbBa ja Obae MocTaBeHa Ha 6a3ara HA KIMHUYHM JaHHW (KPUTEPUH HA
XannQun u Paiika, 1980 r.). Chp0eKbT 1 Kcepo3ara ca KIOUOBH €eMEHTH MPH aTOTTMYHUs EPMATHT.
bes tsixHOTO HanMvmMe nuarnosara TpabBa 1a O OCTaBeHa 1101 ChbMHeHue [6]. 3a curypHa ce npuema
AnarHo3ara Npyu aHAMHECTHYHU U KIIMHWYHU JaHHHU 33 MUHUMYM 6 Mecelia epcucTUpane Ha OIjlakBa-
HUSITA.

3a1bIKUTENHO Ce OTOENA3BAT B JOKYMEHTALMATA HA MaluenTa popMu Ha 60JecTTa, IPU KOMTO HMa
3acsiraHe Ha TyBCTBUTEIHUTE/BUAMMHU 30HU — KJIENAYM, aTONMHUYHA €K3eMa Ha JIMLETO, IePMATUT Ha TVIa-
BaTa W MIKATA, aTONUYHA €K3eMa Ha PbLETE, XpPOHUYHA €K3eMa B reHUTaJIHaTa 00J1acT.

[Ipes nocneannTe HAKOIKO AECETHNETHs OsXa IONIOKEHH 3HAYMTENHH YCUIIUS 32 pa3paboTBaHe HA
WHCTPYMEHTH, KOUTO Ja ONpeaesaT TexxecTra Ha AJl.



Ob30PU
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boarapckuar koncencyc 3a J/Inarsocruka u Jledenue na KonTakTHusS 1epMaTHT e n3-
TOTBEH OT 4Y1eHOBeTe Ha PaGoTHara rpyna mo xepmaroasieproJiorusi KbM Bbarapckoro
JlepMaToIOrHYHO APYKECTBO M ChAbPIKA MOCAEHUTE TAHHH 32 eTHONATOreHe3aTa, KJIH-
HHMKATa, IHATHOCTHKATA H TepanusTa Ha ToBa 3a0ojaBaHe. KoncencychT e Hanpasen, 3a
Aa ce M3M0JI3BA OT CNENUATUCTH — 1ePMATOJI03M B HHTePeC Ha MANMEHTHTE H B PAMKHTe
Ha 100paTa KIMHUYHA MPAKTHKA.,

ONIPEJEJEHUE

Kontakthusat nepmarut (KJI) e Bh3nanutensa peakuys Ha KOXKara KOATO Ce OTpeseNs KaTo eKk3eMa
unu nepmarut. KJI Bb3HMKBA B pe3ynTaT OT KOHTAKT HAa KOXAara C €K30reHHH CyOCTaHIUH, KOUTO
JeHICTBAT KAaTO aJIEpTeHH /UM MpUTaHTH. EK3eMa U 1epMaTyT ca paBHO3HAYHM MOHATHS U OTTOBAPST
Ha CrielH(HUYHA KIMHUYHA KApTHHA C XapaKTepEeH ePUTEM, BE3MKYIM, eKCyalys, Mamylid, CKBaMH
H KPYCTH KOWTO Ce MOSBABAT MO KOXKATa MOCIEIOBATEIHO WU enHoBpemeHHo. K/ 6uBa amepruuen
(AK/I) n upurarusen (MKJI), a korato B €THONATOr€HE3aTa yUacTBAT M CBETIIHHHKTE JTbUH, TOBOPUM 3a
doronepmarut(l). PoTonepmMaTHTHTE He ca OOEKT HA HACTOSANIMS KOHCEHCYC. IIpaKkTHyecKka KIHHUYHA
knacudukanns Ha KJI e npencrasena B Tabanna 1.

UK/ ce abmku Ha paspymraBaHe Ha emuaepMaliHara Gapuepa oT TOKCHYHHM areHTH M [OC/IeIBaIa
peaKiis Ha HMYHHATa CUCTEMa, ChCTOSLIA Ce B CEKPETUPAHE Ha MPOMH(IAMATOPHH IIATOKUHU OT Kepa-
THHOLHTHTE KaTo [L-1 alfa, IL 1- beta, TNF- alfa, GM- CSF, IL- 6 u IL- 8. [2] JHUpEKTHUAT TOKCHUEH
eeKT BbPXY enuIepMaTHUTe KepaTHHOLHMTH [3] i/un 3ary6arta Ha nunuau [4] HapyaBar KoxHaTa
OapuepHa QyHKLHS U BOLAT JI0 IECHO IPOHMKBAHE Ha HOBU MPHTAHTH M aJI€pPreHH.

AKJI e anepruyna peakuus ot [V-Tu T 3a0aBEHA CBPBXYYBCTBHTEIIHOCT, Meauupana ot Thl- mum-
doumtHTe, HO criope HosuTe naHu Th2, Th17 1 Th22 cbIo UrpasT ponist BB BB3MATNTETHNS POLIEC.
[5] Paseutnero Ha AKJ] npoTuua B n8e ¢asu. IIbpBOHAYATHO HACTHIIBA CEH3UTH3AIUS C aJIEpreH C
HHCKO MOJIEKYTHO TEII0 MM XanTeH. TO3W MbPBH KOHTAKT Ha KO)Karta C anepreHa BOIM JI0 00pa3yBaHe
Ha crieuupuyHn T- KIeTKH B TMM(HNTE BB3IIM M TAXHATA MUTPaiKs o6paTHO B Koxata. [Ipu moBTopHa
Cpelia ¢ ajeprena Koxara OTroBapsi ¢ Bh3MalIUTENHa PEakHs U KIHHUYHA cuMiTomu Ha AK]], [6]
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PE3IOME

[TbpBHUHNTE  LUKATPULMAIHU  aQJIOMEIHH
(TTLLA) ca rpyna 3a0ossiBaHUsI, XapaKTepU3UPALIH
Ce ¢ AeCTpyKLMsl Ha nujo-cedaneiHuTe GoauKyIiu
Ha CKajna M 3aMsHaTa UM C LMKaTPUIMAIIHA Th-
KaH, KOETO BOJAM /10 HeoOparuma 3aryba Ha Koca.
Jluarnosara ce nocraBs Ha 0a3ara Ha aHaMHec-
THUYHH, KIIMHUYHU U XUCTOJOTMYHU AaHHU. Kin-
Hu4yHara auartosara Ha [1L[A e tpyaHa, ocobeHo
B paHeH eran. Tpuxockonusita (I€pMaToCKOMUs
Ha CKajna) JaBa HOBO M3MEPEHHME Ha JMArHOCTH-
kara Ha ITL{A. Tlo3naBaHEeTO Ha TPUXOCKOIICKUTE
»3HALM™ ¥ KOHCTENALMKU, KOUTO CHITBTCTBAT €BO-
JIOLMATA HA TE3U ChCTOSHUS J1aBa HOBH TU(EpEH-
LIMAJTHO-IMarHOCTUYHU Bb3MOKHOCTH M TTO3BOJISI-
Ba [10-paHHa AMarHo3a u tepamnus. Tpuxockonusita
NPEA0CTaBs LIEHHA Bpb3Ka MEXKAYy KIMHMYHATA W
XMCTOJIOTMYHATA JIMAarH03a, MoJe3Ha € 3a NpaBuJ-
HO ONpe/esiHe Ha MICTOTO 3a Ouorcus.

Knwouoseu oymu: mpuxockonus, nopsuunu yu-
Kampuyuainu aioneyuu

ABSTRACT

Primary cicatricial alopecia (PCA) represent
a group of diseases characterized by the destruc-
tion of the pilo-sebaceous follicles of the scalp and
their replacement by cicatricial tissue, leading to
irreversible hair loss. The diagnosis is made on the
basis of clinical, anamnestic and histological data.
Clinical diagnosis of PCA is difficult, especially
at an early stage. Trichoscopy (scalp-dermatos-
copy) gives a new dimension to the diagnosis of

PCA. Knowledge of the trichoscopic “signs” and
constellations that accompany the evolution of
these conditions gives new differential diagnostic
capabilities and allows for earlier diagnosis and
treatment. Trichoscopy provides a valuable link
between clinical and histological diagnosis, it is
useful for correctly determining the location of a
biopsy.

Key words: trichoscopy, primary cicatricial al-
opecias

BbBEJIEHUE

[lMkarpuuMaiHuTe ajonenuu ce IbJDKaT Ha
HeoOpaTuma yBpeJa Ha enuTenHuTe ,.stem cells™
JIOKaJM3upaHu B T.Hap. ,,.bulge* perrnon Ha kocme-
Hus Qonukyi. [latoreneTuyHo Te ce pa3BHBaT B
pe3y/TaT Ha Bb3MNAJIUTEIHM MEXaHWU3MHU (BKI. B
KOHTEKCTa Ha aBTOMMYHHO 3a0oJsiBane). [TbpBud-
Hute unkarpuimanau anoneunn (IA) ca 'rpyna
3a00s1BaHus, XapaKTepU3UPAILH Ce C AeCTPYKIIHsI
Ha nujo-cedaueinuTe GOIUKYIN Ha CKaJjra v 3a-
MsiHaTa UM C LMKaTpULIMAIHA ThKaH, KOETO BOIH
10 HeoOpatuma 3aryba Ha koca [1]. Ilpu TILIA
KOCMEHMAT (DOJHMKYIT Ce sIBSIBa KaTO KJIIOYOB Tap-
reT 3a aBTOAarpecUBHUs UMYHHUTET. Te ce cpeiuar
B ChOTHOILIEHHE 4:] ChpsiMO BTOPUYHMTE LIMKAT-
PULIMAJIHK aJONEeUnu U YeCTO Mpe/ICTaB/IsIBAT JI1-
arHOCTUYHO M TEPANeBTUYHO MPETU3BUKATEICTBO
3a 1epmaronora. EqnoBpemento ¢ tosa [1LIA mpo-
MEHST Ka4€CTBOTO Ha KMBOT, CAMOOLIEHKATa U CO-
LIMaJIHaTa aKTUBHOCT Ha MalUeHTHTE.

Jlnarnosara [1L{A e TpyaHa, ocobeHo B paHeH
eran Ha 3a0onsABaHeTo. Ts ce nocras Ha Oa3ara

(S%)
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Pe3rome

JlaitmiMaHnno3aTa € TpaHCMHUCHBHA MPOTO30iMHA MH(pEKIUs, eHAeMUyYHa 3a noBeye oT 90 appkaBu B
Tponuuute, cyorponunure u FOxua EBpona. Oxomno 12 muinoHa aymiy ca 3apa3eHu 1o LEeNus CBST,
KaTto ce oryuTar 1.5 10 2 MWIMOHA HOBU ciyyau roauinHo. IIpuuuHsSBa ce OT MPOTO30M OT POA
Leishmania, xouto ce mnpeHacaT upe3 yxamBaHe OT HH(PEKTHPAHH ISACHYHH MYXH OT POJI
Phlebotomus u Lutzomyia. YcraHoBeHH ca BHCILEpajiHa, KOXKHO-JIMTaBHYHA M KOKHA (HopMu Ha
narmmManuo3a. Koxxnara maiimmanno3a ce pasnens Ha KoskHa nakmmvanuo3za Ha HoBust cBiT u
Koxna naitiimannosa Ha Crapus cBaT. KilmHU4HO ce XapakTepusupa ¢ pa3BUTUE HA €IMHUYHU WIN
MHOKECTBO TMamyld Ha MSICTOTO Ha YyXalBaHE, YeCTO EBOJIIOMpAIIM B HOAYIU U SI3BH, KOHUTO
3a3/paBsABaT CIOHTAHHO C aTpoduyeH HUKATpUKC. Jluarnosara decto e TpyAHa, MOPaaAd MaJKUs
pasmMep Ha mpoto3os L. cekBectupaH B Makpodarute Ha KOXkara, KOCTHHUA MO3bK U
PETHKYIOCHIOTeTHATA CUCTEMA.

[IpencraBsame cinydail Ha TAIMEHTKAa ¢ KOXKHA JIAWIIMAaHMO3a M HE TOJKOBAa THUIMYHA KIMHUYHA
KapTHHA.

Knwouoeu oymu: naiiniManno3a, KokHa JaiiManrosa, 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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CuHagpombT Ha Netherton e pagko
3abonABaHe, KOeETO 4ecTo Cb3aasa
CEepPUO3HU YCNOKHEHUS B HeOHaTas-
HaTa Bb3pacT. To MOXKe Aa 3aBbpLIn C
NleTasieH U3XoZ, B MbPBUTE AHU OT XKU-
BOT@ Ha HOBOPOAEHOTO, AbJXKalL ce
Ha gexuapaTauma, Xmnotepmua, 3ary-
6a Ha Terno, pecnMpaTopHu NHPEKLMM
n cencuc. 3abonsBaHeTo ce cpelwa
npu 1:200 000 HoBOpOAEHN U 3acAra
npeaOMUHAHTHO XeHCKUA MNoA. Knu-
HUYHUTE NPOABM HA CUHAPOMA Bapu-
paT OT CbBCEM JIEKA K/MHUYHA W3Ba,
npoTMyalla ¢ KapTUHaTa Ha ichthyosis
linearis circumflexa, o ekcdonmatne-
Ha epuTpogepmua. [lpyrn ycnoxkHe-
HWA, CBbP3aHU CbC CMHAPOMA, Ca YM-
CTBEHO M PU3nYecKo nsocTasaHe [1].

KNVUHUYEH CNYYAN

MpencraBame  6-roguwHO  MoOMue,
KOETO MOCTbMNBa 32 NbpBu NbT B Kaun-
HMKaTa NO KOXKHW BEHepuyecku 3abo-
nasaHua, YMBA/1 — MNneseH. PogeHo e
B8 37 recTtauMoHHa ceammua ypes Le-
33apOBO CevyeHue OT BTOpa, HOPMA/HO
npoTtekna bpemeHHocT, ¢ Terno 3350 r
M pbCT 53 cm. OT paxgaHeTo boneay-
Ba C reHepanusupaH eputem n eapo-
NlaMeno3Ha fAecKkBamalma No KoxKaTa.
Ha 5-gHeBHa Bb3pacT, ¢ HeoHaTa/Ha
MHpEKUMA U B yBpeaeHo 06O CbC-
TOAAHWE AeTeTOo MOCTbMNBaA 3a JievyeHue
B HeoHaTonorm4yHoTo oOTAENEeHMe Ha
CBANAOE ,Mpod. a-p MBaH Mwutes”,
CoduA, OTKbAETO e M3NUCcaHO cneg,
3-meceyHo neyeHue, 6e3 NpomsHa B
cbcrtoaHmeTo — ¢ terno 2900 r u gua-
rHosa Erythrodermia ichthyosiformis
congenita. lMpenopbyaHa e exegHeBs-
Ha JI0KasHa Tepanua C eMOJIMEHTU U

14 MpaKtuuecka neanatpua|6/2021

npocnegasaHe. Mopaau nepuoguyHoO
060CTpsAAHE Ha CbCTOAHMETO, M3pasn-
BaLLO Ce B CU/IEH epUTeM, OTOK U U3TU-
YaHe Ha cepo3eH eKcyaaT OT KoxKaTa,
[OETeTO HEeKOJIKOKPATHO e XoCnuTanu-
3MpPaHO WM NEeKyBaHO 4Ype3 WHTpaBe-
HO3HO NPUNOMXKEHME Ha aHTMOBMOTULUM
1 Humanalbumin 20%, npunaratu ca
JIOKa/HU KOPTUKOCTEpOMAU WU emo-
nveHTw. Mo gaHHW Ha MalKaTta gete-
TO MMa CUJHO M3pa3eH AEeHOHOLLEH
cbpbexk. Ha ¢oHa Ha HenpekbcHaTO
NnpoBeX4aHoTo ambynaTopHo feve-
HMe CbC CUCTEMHU QAHTUXUCTAMUHMU,
CUCTEMHUN U JTIOKAJTHU aHTVI6VIOTVILI,VI n
eMO/IMEeHTH, MaliKaTa cbobulaBa, ye
KO’KaTa OCTaBa 3a4epBeHa WU MHOro
cyxa, NMOKPWUTa C MOBBPXHOCTHU epo-
3UN U XKDBANTEHUKABU NHOCNKN C HeENPU-
ATHAa MWMPU3Ma, BKJA. B obnactTa Ha
Kannamumyma wu BbHWHUTE CNyXOBU
KaHanu. [leteTo MMa Kpexka u vynam-
Ba Koca. [1o noBog, Te3n onsakBaHUA
Ha 5-roaMwHa Bb3PaACT TO € KOHCy/-
TUPaAHO NO AaHHM OT MeAUUMHCKaTa
OoKymeHTauma B Gay’s and St. John’s
Institute of Dermatology, /TOHAOH, Kb-
[OeTo e NOoTBbpAeHa AMarHosarta aBTo-
30MHO peLecuMBHa BpoOAeHa MXTMO3a
M e npenopbyaHa Tepanusa c Acitretin
B go3a 0.25-0.5 mr/aHeBHo. [eTeTo e
bamunaHo HeobpemeHeHo.

ComatuyeH craryc: [leTe OT MbBXKMK
nos, Ha Bb3pacT 6 roa. n 2 meceua, C
Terno 19 kr un pber 109.5 cm, BMI = 17.
MomueTo e B 06p0o 0610 CbCTOsIHME,
apebpunHo, C HEPBHOMCUXMYECKO
pa3BuTME CbOTBETHO Ha Bb3pacTTa U
NleKo 3abaBeHo ¢pU3MYEeCcKo pas3BuUTHE.
CbpaeyHoCbA0Ba M AMXaTeNHA cucTe-
MW — BE3UKY/IAaPHO AnllaHe, pPUTMUYHA
cbpaeyHa AeiHocT. Kopem Hag HuBoO-
TO Ha rPbAHMA KOLW, NaNaTOpPHO MeK

N HebonesHeH, yepeH Apob n cnesKa
He ce nannupaTt yBenuyeHu. Succusio
renalis — aBycTpaHHO oTp. leHepanu-
3MpaHa MMKpoONosiMageHonaTua, aHra-
Kupawa cybmaHanbynapHu, akcunap-
HWU U UHFBUHANHW NepudepHU TUMOHU
Bb3/1M ABYCTPAHHO.

OepmartonoruyeH crartyc: [latonornu-
HUTE KOXKHM MPOMEHM aHTaXKMpPaT Kanu-
JNIMLMYMa, INLETO, TANOTO U KPanHULK-
Te Ha GOHa Ha reHepann3npaHa KOXHa
Kceposa. B obnactra Ha mueTo 1 Tano-
TO Cce NpeacTaBaT oT andy3eH eputemo-
efieM 1 eAponiaMenio3Ha AecKkBaMaLuums.
Mo eKcTeH30pHaTa NOBBPXHOCT Ha rop-
HUTE KpalHMLM, NpeaHaTa NOBbPXHOCT
Ha 6egpaTa M 3a4HaTa MNOBBLPXHOCT Ha
noabeapuunte ce Habnogasat gobpe
KOHTYpUpaHu epUTeMOCKBaMO3HMU
NJ1aKK1, MOKPUTU OT eapu KbATEHUKA-
BM CKBamM, Ha GOHa Ha HenpomeHeHa
OKOJIHA KOXa. YcTaHoBABa ce NTO3a
Ha TOpHUTE K/Ienaym uM eKTPOMnMOH Ha
agete oun (¢wur. 1, 2 u 3). B obnactra
Ha BbHLUHWTE CNYXOBM KaHanu — 3any-
LANKM OT CKBAMOKpycTU. Hoktn — 6.0.
Kocmun — nunceaTt Bexaute M OT4acTv
muraute. MNpun A4epMaTocKonus Ha cKan-
na c pgepmatockon 3Gen — Dermlite
DL4, c nonapusnpaHa CBeT/IMHA U pa-
60THO yBennyeHue 10x, ce ycTaHOBsBAT
nosieta ¢ NPOMEHMU MO X04a Ha Kocme-
HUTe cTbbna no Tmna Ha Trichorrhexis
Invaginata (TI) (¢pur. 4a u 6).

U3CNEABAHUA U
KOHCYNTALUN

MapaknuHUYHU n3cneasaHma: MNovaHa-
Ta KPbBHA KapTWHa ¢ gudbepeHLmanHo
6poeHe Ha NeBKOUUTU U BUOXMMMKY-
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PE3IOME

Texkara peunecuBHa Epidermolysis bullosa
dystrophica (EBD) s. Epidermolysis bullosa dys-
trophica recessiva Hallopeau—Siemens e Haii-Tex-
kara ¢popma Ha Epidermolysis bullosa hereditaria.
Ts ce npmxu Ha myTtauuu B reHa COL7A1, ko#To
KOAUpa cuHTe3a Ha konareH VII — maBeH cTpyk-
TYpEeH KOMIIOHEHT, Y4acTBalll B aIX€3HUsTa Ha EIH-
JIepMuca KbM aepMara. 3abosiBaHETO 3amo4yBa OT
pPaXIAHETO U CE XapaKTepusupa ¢ oOpasyBaHe Ha
MEXypH M TPYIHO 3a3[paBsiBallld PaHU MO KOKaTa
W JTUTaBHLMTE, Clie]l MUHUMallHA TpaBMa M TpHe-
He. To chbbTCTBA OOHHUTE A0 Kpasi HA KHUBOTA UM
U € ChIIPOBOJICHO OT PaHHAa MHBaUAM3aus. EqHo

OT HaW-TEXKKUTE MY YCIOKHEHHS ¥ TIPHYMHA 33
paHHa CMBPTHOCT € Pa3BUTHETO Ha CHJIHO arpe-
CUBHM CIIMHOLIETYJapHU KapLMHOMH Ha Ko)Kara
Ha 0a3ara Ha XpOHUYHHUTE TPYAHO 3a3[paBsiBalLH
panu. IIpeacraBame ciydail Ha ciMHOUETYJIapeH
KapLMHOM Ha KO)kaTa B 0o0JlacTTa Ha JisBaTa KUT-
Ka rnpu 34 roa. nanueHt ¢ Texka perecusHa EBD.
TyMOpBT € OLleHEH KaTo JIoKaaHo aBaHcupai, Gl-
G2, cranuii ITA (T3 NO MO). YcraHoBeHa e pes-
UCTEHTHOCT KbM JIbdeTepanus. [Ipu manueHra e
MHULMUpaHa uMyHoTepanusi cbc Cemiplimab -
YOBEIIKO MOHOKJIOHATHO 1gG4 aHTHUTII0 Hacode-
HO Cpelly MporpaMUpaHUiT NPOTEUH Ha KJIETh4-
Ha cMbpT 1 (PD-1) ¢ no6bp edext. Tazu Tepanus
BOJIM MO-IbJITa MpexuBsieMocT Ha T-mumbounTu-
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TE€ W 10 MHAYKLMS HAa UMYHHATa CUCTEMA, BCIIE-
CTBHE Ha KOATO C€ MOATUCKA AU(epeHInanuaTa u
npondepanusTa Ha TYMOPHHUTE KIIETKH.

Knrwouoeu oymu: Texucka peyecusna Epi-
dermolysis bullosa dystrophica, Epidermolysis
bullosa dystrophica recessiva Hallopeau—Sie-
mens, Carcinoma spinocellulare, Jlvueneyenue,
Hmynomepanus, Cemiplimab, T-rumgpoyumu

ABSTRACT

Severe recessive dystrophic epidermolysis
bullosa (DEB), s. recessive dystrophic epider-
molysis bullosa Hallopeau—Siemens, is the most
severe form of inherited epidermolysis bullosa.
The disease is caused by mutations of COL7A1
gene which encodes type VII collagen — the main
structural component participating in the adhesion
of the epidermis to the dermis. The disease begins
from birth and is characterised by formation of
blisters and wounds of the skin and mucous mem-
branes after minimal trauma and friction. Severe
recessive dystrophic epidermolysis bullosa leads
to early invalidisation and accompanies the pa-
tients until the end of their lives. One of the most
severe complications and reason for early mortal-
ity is development of highly aggressive squamous
cell carcinomas of the skin on the basis of chronic
difficult to heal wounds. We present a case report
of squamous cell carcinoma of the skin in the re-
gion of the left wrist in a 34-year-old patient suf-
fering from severe recessive DEB. The tumor is
assessed as locally advanced, G1-G2, Stage 1A
(T3 NO MO). Resistance to the radiotherapy was
established. Immunotherapy with Cemiplimab
was initiated — human monoclonal IgG4 antibody
directed against programmed cell death protein
1 (PD-1) with good effect. This therapy leads to
longer survival of T — lymphocytes and induction
of the immune system. This action leads to sup-
pression of the differentiation and proliferation of
tumor cells.

Keywords: Severe recessive dystrophic epider-
molysis bullosa, recessive dystrophic epidermol-
ysis bullosa Hallopeau—Siemens, squamous cell
carcinoma, radiotherapy, immunotherapy, Cemi-
plimab, T-lymphocytes

BbBEJIEHUE

Texkara penecuBna Epidermolysis bullosa
dystrophica (u3BectHa owe karo Epidermolysis
bullosa dystrophica recessiva generalisata mutilans
u Epidermolysis bullosa dystrophica recessiva
Hallopeau—Siemens) e onmcana 3a mbpBM IbT OT
Hallopeau npe3 1896 r. u Siemens mpe3 1925 r.
3a00/19BaHETO TPEICTABISABA HANU-TEKKMS CyOTHI
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or rpynara Ha Epidermolysis bullosa hereditaria
dystrophica. 3amouBa omie npu pakmaHeTo M ce
pa3ByBa NpPOrpecHBHO. Bomy 10 paHHO WHBaIMIu-
3MpaHe M MMa JIOUIa MPOTHO3a MO OTHOIIEHHE Ha
CHUCTEMHO 3acsraHe u ycnoxksenus [1,2]. Exno or
Hal-TeKKUTE YCIOKHEHHS M NPUYMHA 3@ paHHA
CMBPTHOCT BbB Bb3pacTtTa 10 40 ros. € pa3BUTHETO
Ha CHJIHO arpeCHBHH, CIIUHOLENYJIAPHH KapLHHO-
MU Ha KO)Kara, Ha 0a3ara Ha XPOHMYHHUTE TPYIHO
3a3/1paBsiBallli PAHH.

KJIVMHUYEH CJOYYAN

[IpencraBsime 34-romuieH MbBXK, 320051 He-
MOCPEICTBEHO CIIE] PAKAAHETO C reHepaIu3upaHa
N0sIBA Ha MEXYPH U EPO3MHU Ha MECTaTa Ha TPUEHE U
TpaBma. Hsixou ot Mexypure ce oOpasyBaiu CrioH-
TaHHO. [To JaHHM OT MeAMIMHCKATA TOKYMEHTALMS
Ha 10-1HeBHA BB3PACT MALMEHTHT € XOCIHUTAIU3H-
pan B Knunuka no Jlepmaronorus u Beneponorus
- Bapha, Kb€TO € AMArHOCTHLIMPaH C TEXKa pe-
LECHUBHA QMCTpopHYHA OyI03HA emHMIAEepMOIH3a U
MIpoJIekaBa B MPOAbLIDKEHKE Ha 5 Mecena. C Bp3pac-
TTa 3a00JBAHETO MPUIOOHBA XPOHUYHO-NIPOIPE-
CHpall X0/l C PELUIUBUpAIlIA [T0SBA HA TPYIHO-3a-
pacTBalM paHHM IO Kokara, O0JIe3HEHH €PO3HH I10
JIMraBULIaTa Ha YCTHATa KyXWHA M XPaHOMPOBO/A.
Jleyenve Ha paHuTe OOJHHUSAT MPOBEXKIA C AHTH-
OaKkTepualHu KpeMOBE M OOMKHOBEHH MaplieHH
npeBpb3KU. [lanmeHTsT choOimara 4e oule npeau
HaBbpuIiBaHe Ha 10-ronuiiHaTa My Bb3pacT, mocre-
NEHHO OMa/iajli BCHYKH HOKTH, IPBCTUTE Ha Pblie-
TE€ C€ CBUJIM U cpacTHaIU . OT HAKOJIKO TOAUHH CE
OIJIaKBa OT 3aTPYIHEHO MpenTbllane Ha XpaHa. Ot
OKOJIO TOJJMHA Ha KOXKaTa Ha rbpOa Ha JIsBa KUTKa
Ce MOSBUJIO TYMOPOBUAHO 00pa3yBaHUE C BPOTOBE-
Ha MMOBLPXHOCT, 32 KOETO OWIIO MPOBEIEHO JIOKAJ-
HO Jiedenue ¢ 10 % canuuunoB yHrBeHT 6e3 eekT.
O6pa3yBaHHeTO HApacTBajO, KaTo Ce€ MOSBUIA U
nyscupaima 0onka B 3acernarara oonacr. I[Tanuen-
TBT € (pamMuIHO oOpemeHeH. B cemeiicTBoTo My nma
JIETe, POJAEHO MPEIU HET0, MOYUHAIIO Ha 23-IHEBHA
BB3PACT ChC CHUIMTE BPOAECHH KOXKHH OyJI03HH MPO-
menu. [Ipe3 mecen Mait 2020 1. natueHTsT € npuer
B Knnnuka no Koxuu u BeHepuiecku 3a00/1sBaHuUs!
kbM ,,YMBAJI [1-p 'eopru Ctpancku® - [1nesen.

Comarnyen craryc: Mbx Ha BUOMMA Bb3pacT
OTroBapsiia Ha JEHCTBUTENHATa, B J00pO 0O0LIO
cbcTosinue, adedbpunen — 36,3 °C, konrakreH. [la-
UMEHTBT € C aCTEHUYEeH XaOWTYC, TEJIECHO TEII0
— 49 xr, pser 180 cm, BMI — 15,12 (Hopma: 18,5
— 24.9). CbpaeuHo chIoBa CHCTEMA — PUTMHYHA
ChbpJIeYHa JIEWHOCT, apTEPUATHO KPbBHO HAJISTAHE -
110/90 mmHg. /luxarenna cucrema — Be3UKyJIapHO
AuiIaxe, 0e3 JaHHM 3a XpUNoBa Haxomaka. Kopem —
Ha HABOTO Ha TPBAHUS KOIl, MAJINAaTOPHO MEK, He-
Oonesnen. YepeH npob — Ha 2 cm nox peGpeHara
awra. Succussio renalis — 1BycrpanHo (-). Kpaiinu-
1M — O€3 OTOLIM, ChC 3aMa3eHH MyJICaLUH.



OPUT'MHAAHI CTATHUN

XAPAKTEPUCTHKA HA INIPYPUTYCA IIPU NAUUEHTHA C IIVIAKATHA ®OPMA
HA INICOPUA3UC - HPOCNNEKTUBHO MPOYUYBAHE

Kanmentuna JI. 'ocnogunopa*, Beponuka X. 'nnuesa*, Usenuna A. Hopaanosa*, Jumutsp /1. Toc-

MOJAUHOB™

*Kameopa ,, [lepmamonoaus, seneponocus u arepeonoeus ', Meouyuncku gaxyimem, MY-ITnesen

dkg@abv.bg

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 Dermatology, Venereology and Allergy, Medical University - Pleven, Bulgaria

dkg@abv.bg

PE3IOME

[lcopuarnynara 6omect e XpOHUYHO-PEIUIU-
BUpaIa aBToMH(IaMaTOpHA JiepMaro3a Ipu Kosi-
TO okos10 90% OT mauMeHTuTe ChoOIIABaT 3a pas-
JHYEH MO0 MHTEH3UBHOCT ChpOex. Borpexkn ToBa
nyOJIMKyBaHWUTE B HaydyHaTa IUTEpaTypa JaHHH
10 OTHOIIEHWE XapaKTePUCTUKUTE Ha TCopHua3-
MIC-aCOTIMUPaHUsl MPYPUTYC ca HEJAOCTAThUYHH, a
pe3yNTaTUTe NPOTUBOPEUUBH.

Len Ha npoyuBaHeTo € 11a ce U3cienBa 4ecTo-
TaTa Ha MPYPUTYC U CBHP3AHUTE C HETO KIMHIUYHU
XapaKTEPUCTUKU Tpu 157 maumeHTu ¢ IjiakaTHa
dopmMa Ha yMEpeHO TEeKBK JI0 TEKBK MCOPUABHC,
MOJUIEKAIM Ha OMOMOTHYHO JIeUeHHE.

Metoau: IlpunoxeHn e CTpyKTypupaH QU
3a conpomeMorpadcka U KIMHUYHA XapaKTepuc-
THKa Ha 3a00JIIBaHETO, KAKTO M CaMOOIIEHKa 3a
Te)KECTTa Ha chpOerka oT manueHTa. /laHHuTE ca
M3ITONI3BAaHU 3a MPOCIEKTHBHO TpoyuBaHe npu 157
00stHU, cenekTupanu 3a 10 MeceueH nepuo.

Pesyararu: 3a npyputyc crobmanar 89,8% o1
u3cle/BaHara rpymna. [eHepaiu3upaHusT cbpoex
ce cpewa B 21,3%, a jnoKaJIM3UpaH B pa3iMyHU
gacTu Ha Ts10TO — 78,7%. Hati-uecro ca 3acerna-
TU fonAHUTe Kpaiuuim (56,7%), perete (50,1%),
ckamma (44,0%) u repoa (29,1%). Ouenkara Ha
TEXECTTa Ha cumnToMa ¢ VAS 1okasBa, ue ¢ yme-
peH cbpbex ca 38,3% OT marmmeHTuTe, ChC CUIICH
ca 30,5% u ¢ mHoro cuiteH ca 15,6% ot Tsax. AHa-
JU3BT Ha (PaKTOpUTE, KOUTO BIIOIIABAT ChpOekKa
MoKa3Ba, Y€ MalneHTUTE MOCOYBaT KOKHATa Kce-
posa B 53,2%, ropemuia Bona B 22.7%, MCUXOTOTH-
yecku crpec B 16.3% U BUCOKa OKOJIHA TeMIlepa-
Typa B 15.6%. Ilpn HammTe mauueHTH cbpOeKbT
e mo-ocesaeM cyTpuH (42,6%) u Bedep (53,9%),
OTKONIKOTO Tpe3 neHs (29,1%) u mpe3 HomiTa
(32,6%). C xopenanioHeH aHalu3 € YCTaHOBEHA
CTaTUCTUYECKA 3HAYMMa BPh3Ka MEXKIy cujara Ha

npypuryca ¢ Beuepaus (p<0.05) u ¢ HOIIHUS CbP-
oex (p<0.05), kakTo U che cyxara koka (p<0.003).
He ce oTkprxa CUrHU(UKAHTHU BPB3KHU C T0JIA U
Bb3pacTTa, C TUMA [COPHA3UC U HAJMYHETO Ha
IICOPUATUYEH apTPUT U OOC3UTET.

3akaroueHue: CbpOEKDBT € HECTO cpellaHa u
BAKHA XapaKTEPUCTHKa Ha TCOpHasuca, Karo 3a-
€IHO CBhC CBOSITA TEKECT OKazBa M3KIIOYNUTEITHO
HETaTHBEH e(eKT BbPXY KAueCTBOTO Ha IKUBOT.
Tosu edexr ce 3acuiBa u OT pakra, ue NOpaan He-
U3sCHEHATa MaToreHesa Ha MCcopHa3nc-acounpa-
HHA OPYPUTYC BCE OIIe HIMa e(PEKTUBHO JieueHHe
Ha TO3U MBUUTENEH CUMIITOM.

KiouoBu nymu: ncopuasuc, npypuTyc, BU3Y-
aJlHa aHaJIOroBa CKaJsla, KOyKHa Kceposa.

ABSTRACT

Psoriatic disease is a chronic relapsing auto-
inflammatory dermatosis in which up to 90% of
patients report itching of varying intensity. How-
ever, the data published in the scientific 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 89.8% of
the studied group. Generalized pruritus occurs
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MOANDPULMUPAHA TENZEL NNACTUKA - OINEPATUBHO JIEMEHUE WU
PEKOHCTPYKUMA NPU NAUMUEHT C WUHBASUBEH CINUUHOLUENYNAPEH
KAPUMHOM B NABA 3SUTOMATUYHA OBJIACT U 1B AONEH KNENAY

Mpecnas Bacunes!, MaptuH Kapamannunes?, Munen Kapaunsaros?, lo6pomup Aumutpos?,
MBennHa NoppaHosal

L Kateppa ,Jepmatonorus, Beneponorua n Anepronorna“,®M, MY MNnesex

2 KaTtegpa ,,llponeaestuka Ha xupyprudeckute 6onectn”,®M, MY Mnesex
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Peslome

BbBegeHue: CnmMHoUENyNapHUAT KapuMHOM Ha KoxaTa (CLK) 3aema okono 30% ot rpynaTa Ha
HEMENAHOUMTHUTE KOXKHM KapumHomu. Okono 5 — 10% OT BCUYKM CAy4aM HA KOMKHMU
KapuuHomu, 3acarawm nepuopbutanHaTta obnact, ca npeacrtaseHn ot CLK. Tosa e BTopuAaT
Hal-4ecT KapuMHOM B 006/1acTTa, KaTo Ha MbPBO MACTO MO 4YecToTa e OasouenynapHuaT
KapunHom (85-90%), a cnen CLUK ce nogpexxkpat cebaueiHMAT KapuMHOM U MaJIMTHEHUAT
menaHom ¢ <1%.

KnuHunueH cayvaii: MNpeacraBame nauneHTKa Ha 74-roanilHa Bb3pacT, OnaakBalla ce oT nosBsa
Ha 6bp30 HapacTBawa TymopHa GopmauMAa Ha KoXKaTa Ha AMLETO C 6-mecevyHa AaBHOCT.
MaToNOrMYHMTE KOXKHU NPOMEHWM aHraXKMpaT NsaBa 3uromaTMyHa obnact v gonHata 1/2 ot
KOXKaTa Ha /1aB AoJieH Knenad. [peactaBAT ce oT connTapHa ek3oPUTHa OKpbI/ieHa TYMOPHaA
dopmauma, HagurHata Haf, OKOJIHaTa KoXKa, C M3pas3eH MHPUATPAT, XUnepKepaToTMyHa
NMOBbPXHOCT U rofieMmnHa 25/15 mm B AnameTsbp.

NeueHue: MNMpensug ronemmHaTa U IOKanM3aumAaTa Ha KapUMHOMA, KaKTO U CbLLECTBYBaALLATa
OMACHOCT OT pPa3BUTME HA NOCTONEpPaTUBEH EKTPONUOH 1 enndopa, 6€ HEBB3MOXKHA PYTUHHA
XUPYPruyHa exkcumsns. U3sbplueHo 6e onepaTUBHO JieYeHMe C paaMKaIHO OTCTPaHsBaHe Ha
dbopmaymaTa. ToKaHHMAT aedeKT He ycnewHo CTPYKTYPHO U PYHKLUMOHANHO Bb3CTAHOBEH,
ypes moguduumpaHa Tenzel nnacTMKa ¢ M3non3BaHe Ha KOXHO nambo OT naTepanHa
3MromaTuyHa u bykanHa ob6nacT. XUCTONOIMMYHOTO MU3CNeABaHE YCTAaHOBM KepaTMHM3MpPaLL,
nobpe-andepeHumpaH — G1, MHBA3MBEH CNMHOUENYNAPEH KAPUMHOM Ha KOXKaTa, Hanb/HO
OTCTPAHEH C YNCTU PE3EKLUMOHHU NTNHUN.

3aknoueHue: [NpegctaBame NaumeHTKa Ha 74 1. Bb3pacT ¢ MHBa3meeH CLK, ycnewHo nekysaHa
ypes XMPYpruyHa eKcumsua M No-pAagKo M3nonssaHa moaumduumpaHa Tenzel nnacTuka.
MoanduumpaHata Tenzel nnactMKa no3BonABa e4AHO-MOMEHTHaA XMPYPruyHa eKcumsua C
TbKAHHA PEKOHCTPYKLMA, MNO-ecTeTUYeH 3aBbpllek W edeKTMBHA NpPeBeHUMA Ha
nocTonepaTMBeH eKTPONMOH N enndopa.

Kniouosn pymu: CnunHouenynapeH KapuuMHOM Ha KoxaTa, OnepatMBHO nedveHue,
Moauduumpana Tenzel nnactuka

BbBEOEHUE:

CnnHOUenynapHuUAT KapuuHom Ha KoxaTta (CLUK) 3aema okono 30% ot rpynata Ha
HEeMeNaHOUUTHUTE KOXKHU KapumHoMM [1]. ToBa e M BTOPUAT N0 YecToTa KapLMHOM Ha KoXKaTa
c Hag, 1 maH. cayvam rognwHo B CALL,. CpaBHMUTENHO npoy4vBaHe BbpXy YectoTaTta Ha CLIK 3a
nepuoaunte 1976 r.— 1984 r. 1 2000 r. - 2010 r. B Mayo Clinic, CALLL noka3Ba nosuiueHune ¢ 263%
[2]. PuckosuTe dpakTopm 3a passuTtre Ha CLIK ca KoxkeH dpotoTtun I-Il, XpoHMYHa eKcno3numa Ha
CNbHYeBa CBeT/IMHA 6e3 m3nonsBaHe Ha ¢OTO3aWMTA, XPOHMUUYHU KOXKHM Bb3NasAUTENHU
3abonaBaHMA, eKkcno3vuma Ha paguauma  [3]. Hali-yecTMaT KapuuHOM, 3acsraly
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WOUND HEALING AND SKIN CARE IN
INHERITED EPIDERMOLYSIS BuULLOSA

o 1 o .o 2
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Medical University Pleven, Pleven, Bulgaria
2Department of Dermatology and Venereology,
Medical Academy Sofia, Sofia, Bulgaria

ABSTRACT

Inherited epidermolysis bullosa (EB) comprises a highly
heterogeneous group of rare diseases characterized by fragility and
blistering of skin and mucous membranes. Despite the preclinical
development of different molecular and cell-based treatment strategies,
no cure is still available for EB. The extent of skin and mucosal lesions
varies greatly depending on EB subtype and patient age. Most of the
affected individuals have chronic, difficult-to-heal wounds. In the more
severe EB subtypes lifelong generalized blistering, chronic ulcerations
and scarring sequelae lead to multiorgan involvement, major morbidity
and life-threatening complications. Factors adversely affecting wound
healing include anemia, malnutrition, infection and pruritus. In the
absence of a cure, patient management remains based on preventive
measures, together with symptomatic treatment of cutaneous and
extracutaneous manifestations and complications. Wound care is the
cornerstone of treatment for patients with EB. The treatment of chronic
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EB wounds is outlined with a quick reference guide of 12 consensus
recommendations created by a panel of 11 experts. These
recommendations were reviewed by a computer-facilitated modified
Delphi process where 15 external reviewers (68.8% of whom reported
having 11 or more years' experience with EB care). The development of
consensus recommendations based on literature data and shared expertise
among experts from different countries. Recommendations are reported
according to the age of the patients. The major topics treated comprise the
multidisciplinary approach to EB patients, global skin care including
wound care, management of itching and pain, and early diagnosis of
squamous cell carcinoma. Aspects of therapeutic patient education, care
of disease burden and continuity of care are also developed. The aim of
the consensus is to generate multicentre, —multidisciplinary
recommendations on global skin care addressed to physicians, nurses and
other health professionals dealing with EB, both in centres of expertise
and primary care setting. The woundcare for Epidermolysis bullosa
should be consideredas a result of the collaboration between patients with
EB, carers, clinical nurse specialists, a designer and manufacturers to
develop novel products for EB woundcare. This represents an important
step towards improved standard of care and quality of life for affected
individuals and their families. An optimal management of patients with
EB is also a prerequisite to allow them to benefit from the specific
molecular and cell-based treatments currently under development.

INTRODUCTION

Inherited epidermolysis bullosa (EB) refers to a clinically and genetically
heterogeneous group of rare disorders characterized by fragility of the skin and
mucous membranes. Based on the site of blister formation, four major types of
EB are currently distinguished: EB simplex (EBS), junctional EB (JEB),
dystrophic EB (DEB), and Kindler syndrome (KS); each one is then
subdivided into several subtypes based on the mode of transmission and a
combination of phenotypic, immunofluorescence, ultrastructural and
molecular findings [1]. Once the cleavage level and protein expression pattern
has been determined, molecular testing is the most accurate diagnostic
procedure for EB subtype definition. The extent and severity of skin and
mucous membrane lesions and multiorgan involvement vary markedly in the
different EB types and subtypes and in relation to age [1-5]. In several EB
subtypes, the cutaneous and extracutaneous manifestations and complications
lead to a significant morbidity and even to premature death. The rarity of EB
and the phenotypic variability challenge the appropriate care of these patients.
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PE3IOME

[lcopuarnynara 6omect e XpOHUYHO-PEIUIU-
BUpaIa aBToMH(IaMaTOpHA JiepMaro3a Ipu Kosi-
TO okos10 90% OT mauMeHTuTe ChoOIIABaT 3a pas-
JHYEH MO0 MHTEH3UBHOCT ChpOex. Borpexkn ToBa
nyOJIMKyBaHWUTE B HaydyHaTa IUTEpaTypa JaHHH
10 OTHOIIEHWE XapaKTePUCTUKUTE Ha TCopHua3-
MIC-aCOTIMUPaHUsl MPYPUTYC ca HEJAOCTAThUYHH, a
pe3yNTaTUTe NPOTUBOPEUUBH.

Len Ha npoyuBaHeTo € 11a ce U3cienBa 4ecTo-
TaTa Ha MPYPUTYC U CBHP3AHUTE C HETO KIMHIUYHU
XapaKTEPUCTUKU Tpu 157 maumeHTu ¢ IjiakaTHa
dopmMa Ha yMEpeHO TEeKBK JI0 TEKBK MCOPUABHC,
MOJUIEKAIM Ha OMOMOTHYHO JIeUeHHE.

Metoau: IlpunoxeHn e CTpyKTypupaH QU
3a conpomeMorpadcka U KIMHUYHA XapaKTepuc-
THKa Ha 3a00JIIBaHETO, KAKTO M CaMOOIIEHKa 3a
Te)KECTTa Ha chpOerka oT manueHTa. /laHHuTE ca
M3ITONI3BAaHU 3a MPOCIEKTHBHO TpoyuBaHe npu 157
00stHU, cenekTupanu 3a 10 MeceueH nepuo.

Pesyararu: 3a npyputyc crobmanar 89,8% o1
u3cle/BaHara rpymna. [eHepaiu3upaHusT cbpoex
ce cpewa B 21,3%, a jnoKaJIM3UpaH B pa3iMyHU
gacTu Ha Ts10TO — 78,7%. Hati-uecro ca 3acerna-
TU fonAHUTe Kpaiuuim (56,7%), perete (50,1%),
ckamma (44,0%) u repoa (29,1%). Ouenkara Ha
TEXECTTa Ha cumnToMa ¢ VAS 1okasBa, ue ¢ yme-
peH cbpbex ca 38,3% OT marmmeHTuTe, ChC CUIICH
ca 30,5% u ¢ mHoro cuiteH ca 15,6% ot Tsax. AHa-
JU3BT Ha (PaKTOpUTE, KOUTO BIIOIIABAT ChpOekKa
MoKa3Ba, Y€ MalneHTUTE MOCOYBaT KOKHATa Kce-
posa B 53,2%, ropemuia Bona B 22.7%, MCUXOTOTH-
yecku crpec B 16.3% U BUCOKa OKOJIHA TeMIlepa-
Typa B 15.6%. Ilpn HammTe mauueHTH cbpOeKbT
e mo-ocesaeM cyTpuH (42,6%) u Bedep (53,9%),
OTKONIKOTO Tpe3 neHs (29,1%) u mpe3 HomiTa
(32,6%). C xopenanioHeH aHalu3 € YCTaHOBEHA
CTaTUCTUYECKA 3HAYMMa BPh3Ka MEXKIy cujara Ha

npypuryca ¢ Beuepaus (p<0.05) u ¢ HOIIHUS CbP-
oex (p<0.05), kakTo U che cyxara koka (p<0.003).
He ce oTkprxa CUrHU(UKAHTHU BPB3KHU C T0JIA U
Bb3pacTTa, C TUMA [COPHA3UC U HAJMYHETO Ha
IICOPUATUYEH apTPUT U OOC3UTET.

3akaroueHue: CbpOEKDBT € HECTO cpellaHa u
BAKHA XapaKTEPUCTHKa Ha TCOpHasuca, Karo 3a-
€IHO CBhC CBOSITA TEKECT OKazBa M3KIIOYNUTEITHO
HETaTHBEH e(eKT BbPXY KAueCTBOTO Ha IKUBOT.
Tosu edexr ce 3acuiBa u OT pakra, ue NOpaan He-
U3sCHEHATa MaToreHesa Ha MCcopHa3nc-acounpa-
HHA OPYPUTYC BCE OIIe HIMa e(PEKTUBHO JieueHHe
Ha TO3U MBUUTENEH CUMIITOM.

KiouoBu nymu: ncopuasuc, npypuTyc, BU3Y-
aJlHa aHaJIOroBa CKaJsla, KOyKHa Kceposa.

ABSTRACT

Psoriatic disease is a chronic relapsing auto-
inflammatory dermatosis in which up to 90% of
patients report itching of varying intensity. How-
ever, the data published in the scientific 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 89.8% of
the studied group. Generalized pruritus occurs
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