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            Abstract

            
               
Background: Pemphigus Vulgaris(PV) is a potentially life-threatening autoimmune disease with a high mortality rate and oral manifestations
                  often being the earliest symptoms. The aim of this study is to describe the frequency of Pemphigus Vulgaris in terms of Age,
                  gender, residence and geographic origin, to study its frequency, type, and site distribution of Oral mucosal lesions (OMLs),
                  analyze its association with skin lesions and to correlate it with systemic diseases and mortality rate.
               

               Materials and Methods: A retrospective hospital based study was done using in-patient records at Khartoum Dermatology and Venereal diseases Teaching
                  Hospital from Jan 2010 to Dec 2019. Clinical evaluation and histopathological records were the method of diagnosis. Study
                  variable such as socio–demographic data, oral mucosal lesions (type, site, distribution), presence of skin lesions, association
                  with chronic systemic diseases, mortality were used in the study. A structural data collection sheet questionnaire, modified
                  from the standard (WHO) questionnaire of OMLs, was used.
               

               Results: In this study, 321 (47.3%) patients out of 678 patients were diagnosed with PV, of which the most common age group reported
                  was 31-50 years (41.8%), females (68.6%) were more affected. Out of 321 PV cases, OML reported in 227 (70.7%) patients. The
                  majority of OMLs (81.9%) were reported in more than one site, among which the most common reported site was Lip (23.5%) and
                  (32.4%) of PV cases were associated with chronic systemic diseases, (10.9%) with mortality, of which, 29 (82.9%) out of 35
                  cases, reported with OMLs and peak age group of mortality was (41-50 years) (41.5%) among which female had higher mortality
                  (78.9%).
               

               Conclusion: PV was seen to be the most commonly manifesting mucocutaneous disease among the study population.  Majority of the cases had
                  oral mucosal lesions in concordance with previous studies and literature.

            
         

         
            Keywords

            Pemphigus vulgaris, Oral mucosal lesions

         

         
            © This is an open access article distributed under the terms of the Creative Commons Attribution License (https://creativecommons.org/licenses/by/4.0/) which permits unrestricted use, distribution, and reproduction in any medium, provided the original author and source are
            credited.
            
         

         

      

      
         
               Introduction

            Pemphigus Vulgaris (PV) is a potentially fatal autoimmune mucocutaneous disease (MCD).1  Pemphigus Vulgaris is considered the most common type of pemphigus and comprises approximately (80%) of the reported cases
               among literature worldwide2  The most common affected sites include cheeks, lips, palate.3  It develops most commonly during the 5th to 7th decade of life4  affecting female more than males.5  The estimated worldwide mortality rate is approaching 5-10%.6 
            

         

         
               Objectives

            To study the Socio - demographic factors and Oral mucosal involvement of PV inpatients at Khartoum Dermatology and Venereal
               Diseases Teaching Hospital KDVTH. 
            

         

         
               Materials and Methods

            A retrospective - hospital based study was conducted at KDVTH, Sudan from January 2010 to December 2019.  From a total of (817) records of MCDs, (678) were included in the survey, of which (321) were selected on basis of the following
               criteria: 

            
                  Inclusion criteria

               Records of inpatients at KDVTH diagnosed with Pemphigus Vulgaris.

            

            
                  Exclusion criteria

               
                     
                     	
                        Records of patients diagnosed with other types of Pemphigus.

                     

                     	
                        Incomplete records.

                     

                  

               

               All data were entered into version 26 Statistical Package for Social Sciences (SPSS) program.  For all tests a P - value was set at (0.05) level, with 95% confidence interval.

            

         

         
               Results

            In the survey, (321) records were found reported with PV (47.3%), as the most common MCD. 

            Most of cases were adults falling between 20-60 years. Patients between 1 and 20 years constituted only (9.7%) of the sample,
               with only 10% of them over 60 years, as shown in Table  1. Females to male ratio was (2:1).
            

            Among patients, OMLs were reported in 227 (70.7%) case, with only 5 cases reported with OMLs alone, and compared to 222 patients
               with both OMLs and skin lesions. The majority of OMLs (81.9%) were reported in more than one site, with lips as the most common
               reported OMLs site (23.5%), as shown in Table  2. As shown in Table  3, the most common recorded OMLs were erosions (42.8%), then bulla (21.6%), followed by Crustations (14.4%). 
            

            About One third (32.1%) of cases were associated with chronic systemic diseases. The overall frequency of mortality reported
               was 35 cases (10.9%), with 29 cases (82.9%) reported with OMLs, compared to only 6 cases (17.1%) without OMLs.
            

            
                  
                  Table 1

                  Shows age distribution among study population

               

               
                     
                        
                           	
                              
                           
                           
                               PV
                              
                           

                           
                        
                        	
                              
                           
                           
                              1 to 10 year
                              
                           

                           
                        
                        	
                              
                           
                           
                              11 to 20 year
                              
                           

                           
                        
                        	
                              
                           
                           
                              21 to 30 year
                              
                           

                           
                        
                        	
                              
                           
                           
                              31 to 40 year
                              
                           

                           
                        
                        	
                              
                           
                           
                              41 to 50 year
                              
                           

                           
                        
                        	
                              
                           
                           
                              51 to 60 year
                              
                           

                           
                        
                        	
                              
                           
                           
                              61 and above
                              
                           

                           
                        
                        	
                              
                           
                           
                              Total
                              
                           

                           
                        
                     

                     
                           	
                              
                           
                           

                           
                        
                        	
                              
                           
                           4

                           
                        
                        	
                              
                           
                           27

                           
                        
                        	
                              
                           
                           64

                           
                        
                        	
                              
                           
                           67

                           
                        
                        	
                              
                           
                           67

                           
                        
                        	
                              
                           
                           60

                           
                        
                        	
                              
                           
                           32

                           
                        
                        	
                              
                           
                           321

                           
                        
                     

                     
                           	
                              
                           
                           (n)

                           
                        
                     

                     
                           	
                              
                           
                           %

                           
                        
                        	
                              
                           
                           1.3

                           
                        
                        	
                              
                           
                           8.4

                           
                        
                        	
                              
                           
                           19.9

                           
                        
                        	
                              
                           
                           20.9

                           
                        
                        	
                              
                           
                           20.9

                           
                        
                        	
                              
                           
                           18.6

                           
                        
                        	
                              
                           
                           10.0

                           
                        
                        	
                              
                           
                           100

                           
                        
                     

                  
               

               

            

             

             

            
                  
                  Table 2

                  Shows detailed OMLs site distribution (n, %) among pemphigus vulgaris patients

               

               
                     
                        
                           	
                              
                           
                            PV 
                           

                           
                        
                        	
                              
                           
                           
                              Cheek
                              
                           

                           
                        
                        	
                              
                           
                           
                              Tongue
                              
                           

                           
                        
                        	
                              
                           
                           
                              Lip
                              
                           

                           
                        
                        	
                              
                           
                           
                              Palate
                              
                           

                           
                        
                        	
                              
                           
                           
                              Gum
                              
                           

                           
                        
                        	
                              
                           
                           
                              Others
                              
                           

                           
                        
                        	
                              
                           
                           
                              Total
                              
                           

                           
                        
                     

                     
                           	
                              
                           
                           (n) 

                           
                        
                        	
                              
                           
                           23

                           
                        
                        	
                              
                           
                           59

                           
                        
                        	
                              
                           
                           99

                           
                        
                        	
                              
                           
                           88

                           
                        
                        	
                              
                           
                           18

                           
                        
                        	
                              
                           
                           134

                           
                        
                        	
                              
                           
                           421

                           
                        
                     

                     
                           	
                              
                           
                           %

                           
                        
                        	
                              
                           
                           5.5

                           
                        
                        	
                              
                           
                           14.0

                           
                        
                        	
                              
                           
                           23.5

                           
                        
                        	
                              
                           
                           20.9

                           
                        
                        	
                              
                           
                           4.3

                           
                        
                        	
                              
                           
                           31.8

                           
                        
                        	
                              
                           
                           100

                           
                        
                     

                  
               

            

            

             

            
                  
                  Table 3

                  Shows types (n, %) of OMLs among target study population

               

               
                     
                        
                           	
                              
                           
                           
                              PV
                              
                           

                           
                        
                        	
                              
                           
                           
                              Bullae
                              
                           

                           
                        
                        	
                              
                           
                           
                              Erosion
                              
                           

                           
                        
                        	
                              
                           
                           
                              Curst.
                              
                           

                           
                        
                        	
                              
                           
                           
                              Vesicle
                              
                           

                           
                        
                        	
                              
                           
                           
                              Ulcer
                              
                           

                           
                        
                        	
                              
                           
                           
                              Other
                              
                           

                           
                        
                        	
                              
                           
                           
                              Total
                              
                           

                           
                        
                     

                     
                           	
                              
                           
                           (n)

                           
                        
                        	
                              
                           
                           45

                           
                        
                        	
                              
                           
                           89

                           
                        
                        	
                              
                           
                           30

                           
                        
                        	
                              
                           
                           10

                           
                        
                        	
                              
                           
                           18

                           
                        
                        	
                              
                           
                           16

                           
                        
                        	
                              
                           
                           208

                           
                        
                     

                     
                           	
                              
                           
                           %

                           
                        
                        	
                              
                           
                           21.6

                           
                        
                        	
                              
                           
                           42.8

                           
                        
                        	
                              
                           
                           14.4

                           
                        
                        	
                              
                           
                           4.8

                           
                        
                        	
                              
                           
                           8.7

                           
                        
                        	
                              
                           
                           7.7

                           
                        
                        	
                              
                           
                           100

                           
                        
                     

                  
               

            

            

         

         
               Discussion 

            Few studies have been conducted to describe OMLs involvement and epidemiology of PV in Sudan, with limited research available
               worldwide as well.  
            

            The current study supported evidence from similar reports [Suliman et al. 2013; V,lckova-Laskoska et al. 2007; Seo et al.  2003; Uzun et al. 2006; Zaraa et al. 2011] that PV was the most common reported MCD in this survey (47.3%).7, 8, 9, 10, 11 
            

            The most common age groups reported in this survey were (31-40), (41 – 50) years, each with (20.9%) with a mean age of (40.3
               ± 12.5) years. It is encouraging to compare these outcomes with that found by Seo et al. 2003; Daneshpazhooh et al. 2009; Shamim et al. 2008.9, 12, 13 
            

            Consistent with literature [Lamey et al.  1992; Firth et al. 1991], the current survey indicated that Females were more affected than males with a ratio of (2:1).14, 15 
            

            The current survey reported a high frequency of OMLs (70.7%), this is consistent with what was reported by Mignogna et al. 2009 (66%).16  
            

            The results of this survey indicated high association between OMLs and skin lesions (69.2%). This outcome can be compared
               with those obtained by Saraf. 2016 (85%); who reported high association (more than 50%).17  
            

            The most obvious finding to emerge from the analysis of OMLs involvement is that more than one site was affected (81.9%),
               and Lips were the most common reported OMLs site (23.5%), this is in agreement with Kapoor et al. 2013, in which more than half of cases, multiple sites were recorded with OMLs, and with Munhoz et al. 2011, in which Lips were the most common reported OMLs site.6, 18 
            

            The current survey indicated that the most common reported OMLs were erosions (42.8%). This outcome is in agreement with Suliman
               et al. 2013; Saraf. 2016; Shamim et al. 2008; Uzun et al. 2006, Firth et al. 1991; Kapoor S et al. 2013, who suggested erosions as the leading OMLs.7, 17, 13, 10, 15 
            

            The current survey claimed that about 1/3 (32.4%) of PV cases were associated with chronic systemic diseases [Significant].
               This outcome can be compared conveniently with Uzun et al. 2006 (28.1%); and less conveniently with Seo et al. 2003 (21.1%).10, 9 
            

            The most obvious finding to emerge from the analysis is that the frequency of mortality reported in this survey was (10.9%),
               which is high, but still can be compared with the estimated world wide range (5 - 10%), which is well supported by evidence
               from Chi et al. 2006; Kulthanan et al. 2011; Abualgasim & Yousif. 2020.5, 19, 20  Among which (82.9%) were associated with OMLs and the peak age group reported was (41 – 50) years by (41.5%), the majority
               of which were females by (78.9%). This is in agreement with Uzun et al. 2006 in regard of peak age of mortality (50 ±10) years and females predilection.10

         

         
               Conclusion

            Pemphigus Vulgaris was the most frequent MCD (47.3%), well-supported by wide range of literature. Most of the ages of patients
               fall between 31 and 50 years (41.8%), and females were twice as affected as males. The frequency of OMLs was high (70.7%)
               (Significant), with high skin lesions association (69.2%). Most of the OMLs were presented at multiple sites (81.9%), and
               the Lips reported as the most frequent site (23.5%). One third of cases (32.4%), were associated with chronic diseases (Significant).
               Although, the frequency of mortality with PV in this survey was high (10.9%)  (Significant), but still can be compared to
               the estimated worldwide range 5-10%.

         

         
               Conflict of Interest

            None.

            

         

      

      
         
               References

            
                  
                  
                     
                        1 
                              

                     

                     Pires, CA, Viana, VB, Araújo, FC, Müller, SFR, Oliveira, MS & Carneiro, FRO,   (2014). Evaluation of cases ofpemphigus vulgaris and pemphigus foliaceus from a reference service in Parástate, Brazil.
                        An Bras Dermatol, 89(4), 556–61.
                     

                  

                  
                     
                        2 
                              

                     

                     Yang, A , Kozera, EK & Murrell, DF,   (2018). Bullous Diseases in Dark Skin. In: Pigmented Ethnic Skin and Imported Dermatoses.  Cham: Springer. (pp. 311–26) 
                     

                  

                  
                     
                        3 
                              

                     

                     Darling, MR & Daley, T,   (2006). Blistering mucocutaneous diseases of the oral mucosa--a review: part 2. Pemphigus vulgaris. J Can Dent Assoc, 72(1), 63–6.
                     

                  

                  
                     
                        4 
                              

                     

                     Gonçalves, GAP, Brito, MMC, Salathiel, AM, Ferraz, TS, Alves, D & Roselino, AMF,   (2011). Incidence of pemphigus vulgaris exceeds that of pemphigus foliaceus in a region where pemphigus foliaceus is endemic:
                        analysis of a 21-year historical series. An Bras Dermatol, 86(6), 1109–12.
                     

                  

                  
                     
                        5 
                              

                     

                     Kulthanan, K , Chularojanamontr, L, Tuchinda, P, Sirikudta, W & Pinkaew, S,   (2011). Clinical features and course ofpemphigus in Thai patients. Asian Pac J Allergy Immunol, 29(2), 161–8.
                     

                  

                  
                     
                        6 
                              

                     

                     Munhoz, EA, Cardoso, CL, Barreto, JA, Soares, CT & Damante, JH,   (2011). Severe manifestation of oralpemphigus. Am J Otolaryngol, 32(4), 338–42.
                     

                  

                  
                     
                        7 
                              

                     

                     Suliman, NM, Åstrøm, AN, Ali, RW, Salman, H & Johannessen, AC,   (2013). Clinical and histological characterization of oral pemphigus lesions in patients with skin diseases: A Cross Sectional
                        Study from Sudan. BMC Oral Health, 21(1), 13–66.
                     

                  

                  
                     
                        8 
                              

                     

                     V'lckova-Laskoska, MT, Laskoski, DS, Kamberova, S, Caca-Biljanovska, N & Volckova, N,   (2007). Epidemiology of pemphigus in Macedonia: A 15-year retrospective study (1990-2004) Int J Dermatol, 46(3), 253–8.
                     

                  

                  
                     
                        9 
                              

                     

                     Seo, PG, Choi, WW & Chung, JH,   (2003). Pemphigus in Korea: Clinical manifestations and treatment protocol. J Dermatol, 30(11), 782–8.
                     

                  

                  
                     
                        10 
                              

                     

                     Uzun, S, Durdu, M, Akman, A, Gunasti, S, Uslular, C & Memisoglu, HR,   (2006). Pemphigus in the Mediterranean region of Turkey: A study of 148 cases. Int J Dermatol, 45(5), 523–8.
                     

                  

                  
                     
                        11 
                              

                     

                     Zaraa, I, Kerkeni, N, Ishak, F, Zribi, H, Euch, DE & Mokni, M,   (2011). Spectrum of autoimmune blistering dermatoses in Tunisia: An 11-year study and a review of the literature. Int J Dermatol, 50(8), 939–44.
                     

                  

                  
                     
                        12 
                              

                     

                     Daneshpazhooh, M, Chams-Davatchi, C, Ramezani, A, Moinedin, F & Hemami, M Rezaei,   (2009). Abortive aphthous-like orallesions: An underreported initial presentation of pemphigus vulgaris. J Eur Acad Dermatol Venereol, 23(2), 157–9.
                     

                  

                  
                     
                        13 
                              

                     

                     Shamim, T, Varghese, VI, Shameena, PM & Sudha, S,   (2008). Pemphigus vulgaris in oral cavity: clinical analysis of 71 cases. Med Oral Patol Oral Cir Bucal, 13(10), E622-–6.
                     

                  

                  
                     
                        14 
                              

                     

                     Lamey, PJ, Rees, TD, Binnie, WH, Wright, JM, Rankin, KV & Simpson, NB,   (1992). Oral presentation of pemphigus vulgaris and itsresponse to systemic steroid therapy. Oral Surg Oral Med Oral Pathol, 74(1), 54–7.
                     

                  

                  
                     
                        15 
                              

                     

                     Firth, N, Rich, A, Varigos, G & Reade, PC,   (1991). Oral pemphigus vulgaris in young adults. Int J Dermatol, 30(5), 352–6.
                     

                  

                  
                     
                        16 
                              

                     

                     Mignogna, MD, Fortuna, G & Leuci, S,   (2009). Oral pemphigus. Minerva Stomatol, 58(10), 501–8.
                     

                  

                  
                     
                        17 
                              

                     

                     Saraf, S,   (2016). Oral Examination: An Important Adjunct to the Diagnosis of Dermatological Disorders. Int J Med Health Sci, 10(2), 98–106.
                     

                  

                  
                     
                        18 
                              

                     

                     Kapoor, S, Kaur, G & Sikka, P,   (2013). Pemphigusvulgaris of oral cavity: A case report with its treatment strategies. Int J Nutr Pharmacol Neurol Dis, 3(2), 146–9.
                     

                  

                  
                     
                        19 
                              

                     

                     Chi, AC, Ravenel, MC, Neville, BW & Bass, EB,   (2006). A patient with painful oral ulcers. J Am Dent Assoc, 137(5), 626–9.
                     

                  

                  
                     
                        20 
                              

                     

                     Abualgasim, AOB & Yousif, YO,   (2021). Oral mucosal disorders of inpatients with mucocutaneous diseases from Khartoum, Sudan. Oral Dis, 27(Suppl 3), 733–6.
                     

                  

               

            

         

      

      

   EPUB/nav.xhtml

    
      Oral mucosal involvement and frequency of Pemphigus vulgaris inpatients at Khartoum


      
        		
          Content
        


      


    
  

