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Dear Editor,

Pemphigus vulgaris and bullous pemphigoid are autoimmune vesiculobullous diseases. The 
reported annual incidence of pemphigus vulgaris is 0.1–0.5/100,000 population.[1] A systematic 
review and meta-analysis documented the incidence rate of bullous pemphigoid as 34.2 per million 
person-years.[2] Certain population groups (including Indians) are reported to be at a higher risk 
for pemphigus vulgaris and bullous pemphigoid.[3]

The remitting and relapsing nature of skin lesions, pain, burning, and pruritus associated with the 
diseases, widespread bullae and erosions, and severe mucosal involvement can adversely affect the 
life of the patients. Moreover, the financial burden of treatment and the adverse effects associated 
with the treatment modalities (systemic corticosteroids and immunosuppressants) affect the quality 
of life, even when the disease is under control. In addition, systemic steroids (mainstay of treatment 
for autoimmune bullous diseases) themselves can cause depression and psychiatric disturbances.[4]

In this setting, we did a cross-sectional study among patients who attended the dermatology department 
of our tertiary referral center from January 2019 to June 2020 and who received a diagnosis of pemphigus 
vulgaris or bullous pemphigoid (based on clinical, histopathological, and direct immunofluorescence 
findings).[5,6] The study aimed to document the patient profile, disease characteristics, and treatment 
received by the individual study participant. We also assessed the health-related quality of life using 
the dermatology life quality index (DLQI) questionnaire.[7] The ethics committee of the institution 
approved the study and individual study participant gave  written, informed consent.

The study instruments included a standard data collection form (a triple validated data collection form 
by authorities in our department), a questionnaire to assess the DLQI {the permission and license 
for using the questionnaire were obtained (license ID – Cuqol2402)} and modified Kuppuswamy’s 
socioeconomic scale (to assess the socioeconomic background of the study population).[7,8]

We collected data on demography and disease characteristics, investigation findings, and 
treatment received. To evaluate the health-related quality of life, the patients were asked to fill 
out the Malayalam version of the DLQI questionnaire. The questionnaire was very simple and 
self-explanatory. Filling up the questionnaire required only 2–3  minutes. Based on the score 
calculated by the questionnaire, the health-related quality of life was determined (“score of 0–1: 
no effect at all on patient’s life, 2–5: small effect on patient’s life, 6–10: moderate effect on patient’s 
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life, 11–20: very large effect on patient’s life, and 20–30: 
extremely large effect on patient’s life”).[7]

Details collected were recorded into Microsoft Excel sheets. 
Analysis of data was performed by SPSS Inc IBM company 
version 18 Chicago, SPSS Inc. (United States of America). 
Continuous variables were stated as mean and standard 
deviation (SD). Discrete variables were described as  frequency 
and percentage. Unpaired t-test and ANOVA were applied to 
compare variations between continuous variables. P < 0.05 was 
considered statistically significant.

The study participants included 14  males (50%) and 14 
(50%)  females. The age ranged from 24–82  years (mean 
52.6 years, SD 15.2 years.). Most of the patients (24, 85.7%) 
were married, two (7.1%) were unmarried, and two (7.1%) 
were widowed. Eighteen patients (64.3%) resided in urban 
areas and 10 (35.7%) were from rural areas.

As per Modified Kuppuswamy’s socioeconomic status 
scale, 14  (50%) patients belonged to the upper lower 
socioeconomic class, 13  (46.4%) belonged to the lower 
middle socioeconomic class and one patient (3.6%) belonged 
to the upper middle socioeconomic class.

The comorbidities noted in the study participants were diabetes 
mellitus (11, 39.3%), hypertension (9, 32.1%), and dyslipidemia 
(4, 14.3%). Eight patients (28.6%) had other diseases 
which included chronic obstructive pulmonary disease, 
hypothyroidism, glaucoma, and coronary artery disease.

Four (14.3%) patients were smokers. Nine patients (32.1%) 
used to consume alcohol.

Eleven patients (39.3%) had pemphigus vulgaris and 
17  (60.7%) had bullous pemphigoid. Twenty-two patients 
(78.6%) had a disease of recent onset and six (21.4%) had 
recurrent disease. Seventeen patients (60.7%) were on 
dexamethasone cyclophosphamide pulse therapy, 10 (35.7%) 
were on daily systemic corticosteroids, and 1 (3.6%) was on 
treatment with rituximab.

DLQI index of study participants ranged from 4–22 (mean 
14.1, SD 4.5). Disease had a very large effect on the life of 
most of the study participants (20 patients, 71.4%). Disease 
had a moderate effect on the quality of life of 5  patients 
(17.9%), an extremely large effect on the quality of life of 
2 patients (7.1%), and a small effect on the life of 1 patient 
(3.6%).

No significant association was noted between DLQI and 
age, gender, socioeconomic status, or residential area of the 
study participants.

The mean DLQI index of patients with the recent-onset 
disease was 15.09 ± 4.3, while the same was 10.5 ± 3.6 in 
those with recurrent disease. The difference was statistically 
significant (P = 0.02).

The equal gender distribution among study participants as 
noted by us was consistent with the literature on pemphigus 
vulgaris and bullous pemphigoid; however, a female 
predominance was noted by El Hafeez et al.[3,9] Our observation 
of a higher proportion of patients manifesting bullous 
pemphigoid than pemphigus vulgaris was discordant with the 
findings of Sobhan et al.[10] The previous authors have drawn 
attention to the adverse impact of pemphigus vulgaris and 
bullous pemphigoid on the quality of life of the affected.[11]

Specific tools to assess the quality of life in autoimmune 
bullous diseases are introduced (autoimmune bullous 
disease quality of life and treatment of autoimmune bullous 
disease quality of life), since it was suggested that the DLQI 
questionnaire is not disease-specific.[12,13] However, Ferries 
et  al., after their prospective analysis of the correlation 
between disease severity scores in different autoimmune 
bullous diseases and quality of life assessed by different 
tools, did not find any added benefit for autoimmune bullous 
disease-specific tools over DLQI.[14]

The mean DLQI index of patients with recent onset disease 
(15.09 ± 4.3), as observed by us, was higher than the same 
noted by others (10 ± 6.7 and 10.9 ± 6.9) in new-onset, 
pemphigus vulgaris, and in patients with bullous pemphigoid 
(9.45 ± 3.34).[15-17]

The lack of association noted between the age of the affected 
and the quality of life in our study was consistent with the 
findings of Ghodsi et al. and Tabolli et al., but contrary to the 
observation of Paradisi et al., who reported a poorer quality 
of life among geriatric patients.[16,18,19] The lack of association 
noted between the gender and the quality of life was similar 
to the findings of many previous authors; however, Paradisi 
et al. reported that male patients enjoyed a better quality of 
life in comparison to females.[16,18-20]

Tabolli et al. and Ghodsi et al. did not find any association 
between quality of life and socioeconomic status in their 
studies, which was consistent with our findings.[16,18] Arbabi 
et al. documented that those with higher levels of education 
enjoyed a better quality of life.[20] The lack of association 
recorded by us between the residential area and the quality of 
life was consistent with the literature.[18]

The significant association noted between a high DLQI and 
a recent onset disease was consistent with the literature.[16] 
It is suggested that a patient with a disease of long duration 
would be better adjusted to the disease, while a patient with a 
recent onset disease may find it difficult to accept and live with 
the reality of a chronic disease. The disease would be better 
controlled with medication in patients with long-term disease, 
since the clinicians might have had adequate time to titrate the 
drugs according to the requirements of the specific patient.[16,21] 
However, another study noted no association between quality 
of life and duration of illness in patients with pemphigus.[22]
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Cross-sectional study conducted in a single-center, limited 
number of cases, and considering pemphigus vulgaris and 
bullous pemphigoid as one entity (autoimmune bullous 
disease) for analysis were the major limitations.

Autoimmune vesiculobullous diseases showed a significant 
adverse impact on the health-related quality of life of those 
affected. Patients with a disease of recent onset were more 
affected than those with a recurrent disease. Prospective 
and multicenter studies with large sample size are needed 
to gather more information on the impact of autoimmune 
bullous diseases on the quality of life, which may help the 
clinician to provide comprehensive care to the affected.
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