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ABSTRACT

Autoimmune bullous diseases, if left untreated, are life-threatening conditions affecting
primarily skin and mucous membranes. These blistering disorders are characterized by epidermal
or subepidermal detachment. Autoimmunity plays a key role in pathogenesis; therefore,
immunosuppressive agents are the treatment of choice. The aim of this study is to document
relative frequencies of different autoimmune bullous diseases, patient characteristics, treatment
options, and side effects in patients presenting to our bullous skin diseases.
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INTRODUCTION

Autoimmune bullous diseases (ABDs) are uncommon but significant skin
disorders with relatively high morbidity and mortality. Some surveys have been
carried out to describe the spectrum of autoimmune bullous diseases in a region,
but this is the first that has focused on autoimmune bullous diseases in elderly
patients. This study was conducted to determine the clinicoepidemiologic features
of ABDs in elderly patients. Medical records of all autoimmune bullous diseases
patients with disease onset after the age of 60 years who presented to the
autoimmune bullous diseases are rare but potential ly devastating disorders of the
skin and mucous membranes, characterized by the presence of tissuebound and
circulating antibodies directed against diseasespecific target antigens. Based on the
level of blister formation, these diseases can be divided into 2 groups:
intraepidermal immunobullous diseases, also referred to as the pemphigus group,
and sub epidermal immunobullous disorders. The pemphi gus group comprises
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pemphigus vulgaris (PV) and its variant pemphigus vegetans, superficial
pemphigus (pemphigus fo liaceus (PF) and pemphigus erythematosus (PE)),
paraneo plastic pemphigus (PNP), and IgA pemphigus. The incidence of
pemphigus ranges from 0.5 to 16.2/1,000,000 per year [1-5]. The sub epidermal
immunobullous disorders group includes pemphigoid diseases (bullous
pemphigoid (BP), mucous membrane/cicatricial pemphigoid (MMP/CP),
pemphigoid gestationis (PG), linear IgA disease (LAD). T he incidence of BP has
been estimated between 2 and 42.8/1,000,000 per year [1,4,6,7]. PV is frequently
observed, as in other countries of the Mediterranean region. However, there has not
yet been any study of the relative frequencies and demographic features of
different autoimmune bullous diseases. Notably, the relative frequencies of sub
epidermal immunobullous disorders versus those of diseases in the pemphigus
group are unknown. Our aim is to define the spectrum of autoimmune bullous
diseases. PV is characterized by autoantibodies working against intercellular
adhesion molecules: Dsg3 or both Dsg 1 and 3, resulting in suprabasal acantholytic
blisters. Our present observation confirms the data in previous studies and adds
further support to the earlier notion that the clinical phenotype of pemphigus
correlates with the anti Dsg autoantibody profile. As expected, PV was the most
common type of AIBD in our study, representing 70% of all cases. The incidence
of PV has been estimated to be 0.76, 0.77, and 1.7 in terms of new cases per
million people per year in Finland, Germany, and France, respectively [12,16,17].
In contrast, in countries around the incidence is significantly higher, with 6, 6.7,
and 8 new cases per million people per year in respectively [17,19,21]. In a study
from Germany, the age-adjusted incidence of PV was 9-fold higher in patients with
a migration background, compared with native Germans, emphasizing the
geographical and thus genetic background of the disease [22]. Of all the pemphigus
group patients, PV was the most common subgroup in our study, with a 90%
incidence rate (PF 8% and PE 1,44%, the least frequent form of pemphigus).
Elderly patients are more susceptible to the development of autoimmune blistering
disorders such as bullous pemphigoid, mucous membrane pemphigoid,
epidermolysis bullosa acquisita, and paraneoplastic pemphigus [23,24]. This article
focuses on the clinical aspects of the aforementioned autoimmune blistering
diseases and highlights the important factors involved in treating elderly patients
[25]. It is essential for clinicians to offer individualized treatment plans for these
patients to optimize outcomes, as elderly patients often have multiple co-
morbidities, polypharmacy, and suboptimal socioeconomic status that can
adversely influence adequate compliance [27,28].
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Purpose of our research the aim of this study is to document relative
frequencies of different autoimmune bullous diseases, patient characteristics,
treatment options, and side effects in patients presenting to our bullous skin
diseases.

Research Methodology. An analysis of outpatient records of patients with
pemphigus who applied to the Tashkent Dermatovenerological Dispensary for
three years was carried out. The following research methods were used: clinical
interview, clinical examination, determination of dental status, cytological
examination smear impressions on acantholytic cells from the bottom of fresh
erosions, a general blood test, a biochemical blood test, a clinical urine test, and the
affected areas in patients with vulgar, erythematous, foliaceous and other forms of
pemphigus were studied.

Analysis and results. All medical files of newly diagnosed patients with
autoimmune bullous diseases were retrospectively recruited and analyzed.
Diagnoses were based on clinical findings, histo pathology of affected skin or
mucosa, microscopy of perilesional mucous membrane or skin biopsies. Patient
inclusion criteria for the retrospective analysis comprised a diagnosis of
autoimmune bullous diseases confirmed by histopathological. Thus,
histopathological examination and direct examination were performed for all the
patients included in this study. Detailed reviews of the patients’ clinical histories,
other autoimmune diseases, and comorbidities of patients and their relatives, in
addition with data about age, sex, age at onset of the disease, and duration of the
disease were recorded. Clinical status at the onset such as mucosal and/or
cutaneous involvements was evaluated. Histopathological examination, for the
pemphigus group, local and systemic treatment modalities, relapses and
remissions, side effects, and reported deaths during the follow-up period were also
recorded. Detailed reviews of the patients’ clinical histories, other autoimmune
diseases, and comorbidities of patients and their relatives, in addition with data
about age, sex, age at onset of the disease, and duration of the disease were
recorded. Clinical status at the onset such as mucosal and/or cutaneous
involvements was evaluated. Histopathological examination, direct and indirect
immunofluorescence test results, testing of antidesmoglein (anti-Dsg) 1 and 3
antibodies for the pemphigus group, local and systemic treatment modalities,
relapses and remissions, side effects, and reported deaths during the follow-up
period were also recorded.

Conclusion. Pemphigus vulgaris was the most frequent autoimmune bullous
disease, followed by bullous pemphigoid and pemphigus foliaceus, according to
our study. There is a general female predominancy for all autoimmune bullous
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diseases. The most commonly preferred treatment options were high dose daily
corticosteroids. Pemphigus vulgaris was the predominating subtype of pemphigus
in this study. This retrospective study summarizes the patient characteristics,
comorbidities, treatment choices, and side effects during of clinical practice.
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