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TODQIQATIN MOZMUNU

Isin adi

Pemfiqusun  miixtolif formalarmin  klinik  gedisatinin  dorido
patomorfoloji doyisikliklarin marhalalarindan asililig

Problem

Pemfiqus miiasir dermatologiyanin an aktual problemlorindon biri
olaraq galir, agmr vo uzunmiiddotli gedisi ilo xarakterizo olunur.
Azorbaycan Respublikasinda bu problem son illards tibbi-sosial
ohomiyyat kosb etmisdir, ¢iinki xaStolonmo hallar1 davamli olaraq
artmaqdadir vo miisahidoalorimizo goro Xxastoliyin rezistent formalarinimn
artmasi vo cavanlagmasi miisahido olunur. Miiasir konsepsiyalara gors,
Xastaliyin asasini autoimmun proses toskil edir (epidermisin tikanl
tobagasinin desmosomlarinin komponentlarine gars: autoanticisimlorin
hasilat1), lakin autoimmun prosesin inkisafinin mexanizmi va Sabablori
halo da geyri-miiayyan olaraq galmaqdadir.

Maqsad

Zadolonmis vo zahiron saglam doridon pemfiquslu xastolordo epidermis
vo dermada patomorfoloji doyisikliklorin dinamikasinda (kursun
miixtalif miiddatlori ilo, miialico vo remissiya fonunda) dyronilmosina
osaslanaraq miioyyon etmok:

1.ilkin olago epidermisdo patomorfoloji doyisikliklordir vo bu
doyisikliklorin ardicilligmi qurmag.

2. Epidermisin patoloji doyisikliklori ilo pemfigusun klinik formalari
arasinda olago vo xastoliyin gedisi ilo olago yaratmaq (rezistent formalar,
xastaliyin agir gedisi).

3. Alnan molumatlara asason, miixtolif klinik formalar {igiin prognoz
meyarlar1 hazirlamag.

Obyekt va miidaxilalar — (Xasta
qruplari va
miidaxilalar/proseduralar)

RDZM-in bazasinda pemfiqusun miixtolif formalar1 olan 60
Xastonin klinik miiayinasi
Anamnez
Xastalorin klinik miiayinasi
Tsank hiiceyralorinin mévcudlugu tigiin sitoloji tadgigat
Pemfiquslu xastalordan dari biopsiyast:
- bullyoz-eroziv ocaglardan vo zahiron saglam dori sahalorindon
miialicodan avval
- zahiran saglam dori sahalorindon remissiya zamani
- bioptatlarin elektron mikroskopiyasi
- Langerhans hiiceyralorinin  isiqlandirilmast  ilo  bioptatlarin
histokimyasi (S-100)

9sas qiymatlandirma
kriteriyasi va onun él¢ma
metodu

Biitiin xostolor hiiceyradaxili, hiiceyroxarici vo klinik meyarlara osason
giymatlondirilocok

Epidermisds hiiceyradaxili va hiiceyroxarici doyisikliklor:
Hiiceyroxarici

- akantoliz

- desmosom zodalonmasi




Hiiceyroadaxili:

- niivada doyisiklik

- organellalarda doayisikliklor

- sitoplazmada doyisikliklor

Zodo ocaglart vo zahiron saglam dorinin yaxin vo uzaq saholorinds
doyisikliklorin miigayisasi

dlava giymatlandirma

kriteriyalart vo onlarin 6l¢ma

Xastaliyin Klinik tozahiirlori
Dermada doyisikliklor:

metodlart - dermanin 6demi
- kollagen liflorin sayinin azalmasi
- dermada kollagenin struktur dayisikliklori
Agar sozlar Pemfiqus, akantoliz, desmosom, patomorfologiya, elektron

mikroskopiya, histokimya

Obyektina géra isin novii

Klinik-laborator tadgigat

Maqsadina gora isin névii

Pemfiqusun patogenezi, gedisi vo klinik formalari

Vaxta gora isin novii

Eynivaxtlh, prospektiv

Klinik tadgigatin modeli

Miisahids, Analiz

Obyekt — xastalar (material)

Pemfiqusun miixtalif formalar1 olan 60 Xosts. Klinik formalarina gora
boliiniir: vulgar, yarpagsoKkilli, seboreya, vegetativ.

Daxil etma kriteriyalart

Sitologiya vs biopsiya ilo tosdiglonmis xastalor

Cixarma kriteriyalari

Sitologiya vs biopsiya ilo tasdiglonmoamis xastalor

Randomizasiya iisulu

Olmayacaq

Miidaxilonin novii

Miidaxilanin agiglamast

Statistik va riyazi islamlar

Aktuallig1

Altmiginct illordo Azoarbaycanda pemfiqusun rastgalmo tezliyi ilds 4-5
hal toskil edirdi, lakin hazirda bu gostorici daim artmaqdadir (170 —
2024-cii il). Hazwrda pemfiqusun patogenezinin qgobul edilmis
konsepsiyast genetik meyilliliyin movcudlugu soraitindo bas veran
autoimmun  prosesdir. Lakin immun sisteminin  foaliyyatindo
pozulmanin sabablori Vo autoimmun prosesin inkisaf mexanizmi tam
aydin deyil. Tikanli qat hiiceyrolori arasinda desmozomlarin
parcalanmasi (akantoliz) naticosinds toxuma mayesi toplanir, bu da
hiiceyralor arasinda katalitik yarigi omolo golmasine vo 1947-ci ildo
Tsank torofindon tosvir edilmis akantolitik hiiceyra vo govuglarin
formalagmasina gatirib ¢ixarir. Pemfiqusun inkisafina sobab ola bilocok
triger faktorlarin (dorman preparatlari, virus vo stafilokokk
infeksiyalari, mexaniki va termal zodolonmo) olmamasi desmosomlarin
doyismasi va/va ya zadalonmasina sobob olan ilkin patomorfoloji halga




ilo bagh sual dogurur. Mohz bu aspekt iizorindo planlagdirilan
todgiqatlar istigamatlondiracakdir. Pemfiqusun gedisatinin
xiisusiyyatlorindan biri do odur ki, klinik formasindan, marhalasindan
Vo Xostoliyin davametmo miiddstindon asili olmayaraq patoloji
doyisikliklor yalniz dari va selikli qisalarda miisahids olunur. Buna gora
do patomorfoloji doyisikliklorin dinamikasinin biitiin marhalalori
hagqinda malumatin geniglondirilmasi ilkin halgeni miiayyan etmoys,
patomorfoloji prosesin ardicilligini vo bu doyisikliklorin pemfiqusun
miixtalif klinik formalarinin inkisafi ilo alagasini tayin etmoys imkan
vera bilor. Bu iso terapiya, profilaktika vo reabilitasiya metodlarinin
tokmillosdirilmasine sorait yaradacaqdir.

Vazifalar

Xastoalorin klinik olaraq miixtalif klinik pemfiqus formalarina, xastaliyin
gedisatinin davametms miiddating, miialico vo remissiya marhalalorine
goro qruplara bolmok nozordo tutulur. Bununla yanasi, elektron-
mikroskopik, histokimyavi va histoloji tadqiqatlar aparmaq, alds olunan
naticalor darinin biitiin qatlar1 tizra (hiiceyradaxili vo hiiceyradonkonar
doyisikliklor) analiz etmok lazimdir.

Orijinalliq (yeniliyi)

Hazirda patomorfoloji tadqiqatlar osason diagnostik mogsadlo aparilir
vo immun sistemind dair ¢oxsayl tadqiqatlar yalniz patogenezin son
marhalasini oks etdirir. Bizim toadqiqatimizda pemfiqusun inkisafinda
ilkin holgonin miisyyon edilmosi hoadoflonir, bu da terapiya vo

profilaktika  sahosindo  yeni yanagmalarin vo  istigamotlorin
formalasmasina sobab ola bilor.

Gozlnilan naticalar va onlarin - Aparilan  todgigatlar osasinda pemfiqusda autoimmun prosesin

elmi-praktik ahamiyyati inkisafinda dorido patomorfoloji doyisikliklorin rolu miioyyan
edilocokdir.

Maddi va texniki imkanlar var

Tadgiqantin yerina yetririlacasyi = Respublika Dori Zohrovi Morkazi

yer

Isia baslama vaxt 2024

Isin bitirma vaxt 2028

Isin miiddati 4il

Isin marhalalari 2024 - Klinik miisahido vo adabiyyat icmali.
2025 - Klinik miisahido, materiallarin toplanmasi, tezislorin Vo

moagalalorin yazilmasi, histokimyavi tadgigatlar.

2026 - Klinik miisahido, preparatlarin elektron mikroskopiyasi.

2027 - Alman histokimyovi vo elektron mikroskopik molumatlarin
analizi, igin yazilmasi
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Name of the study:

Dependence of the clinical course of various forms of pemphigus on

the stages of pathomorphological changes in the skin

Backgroud

Pemphigus remains one of the most significant problems in modern
dermatology and is characterized by a severe and prolonged course. In
the Republic of Azerbaijan, in recent years, this has also become a
medico-social, as there is a steady increase in the incidence, and,
according to our observations, there is an increase in resistant forms and
rejuvenation of the disease. According to modern concepts, the disease’s
etiology is based on an autoimmune process (the production of
autoantibodies to the components of the desmosomes of the spinous
layer of the epidermis), but the mechanism and reasons of the
autoimmune process development remain unclear.

Objectives:

1. During the research in dynamic (with different duration of the
course, with history of treatment or not and period of remission)
of pathomorphological changes in pemphigus patients’s




epidermis and dermis from lesion and visually healthy skin,
identify:

2. The primary stage of pathomorphological changes in the
epidermis and build a progression of these changes.

3. Establish a connection between pathological changes in the
epidermis and clinical forms of pemphigus and a correlation with
the course of the disease (resistant forms, severe course of the
disease).

4. Based on the data obtained, develop prognostic criteria and
treatment plan correlation for various clinical forms.

Material and methods

Clinical examination of 60 patients with various types of pemphigus at
the RDVC

Anamnesis

Clinical examination of patients

Cytological studies for the presence of Tsang cells

Skin biopsy from patients with pemphigus:

- before treatment from bullous-erosive lesions and from areas of
visually healthy skin

- during remission from areas of visually healthy skin

-Electron microscopy of biopsies

-Histochemical microscopy of biopsies with “lightning up” Langerhans
cells

Primary outcome:

All patients will be revied by intracellular, extracellular and clinical
factors

Intracellular and extracellular changes in the epidermis:

Extracellular:

- acantholysis

- damage to desmosomes

Intracellular:

- changes in the nucleus

- changes in organelles

- changes in the cytoplasm

- Comparison of changes in the lesions and nearby and distant areas of
apparently healthy skin

Secondary outcome:

Clinical manifestations of the disease
Changes in the dermis:

-edema of the dermis

-decrease in the number of collagen fibers
-structural changes in collagen in the dermis




