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Abstract 

Peniphigus has an average age of onset in the fifth and sixth decades of life, with a mean age of onset

of about 50 to 60 years. In this study of 108 patients conducted in Karachi, Pakistan, 82 had pemphigus

vulgaris, 24 pemphigus foliaceus and 2 pemphigus vegetans. Other types of pemphigus were not seen.

Seventy cases were under 41 years with the mean age at the time of diagnosis being 33.8 years, which

is considerably low compared to that mentioned in standard western literature. Considerable variation

in the age incidence of the disease exists in different geographic locations (JPMA 48:9, 1998).

Introduction 

Pemphigus is a chronic atutoimmune, blistering disease of middle age, commonly occunng between the

fourth and sixthorfifth and sixth decades as mentioned in standard works of Dermatology1-3. It has a

mean age of onsetof about 50 to 60 years but the disease can occur in the elderly and children4.

Children as young as three years5 and adults upto the age of 89 have been reported to have pemphigus6.

In a review published in 1979, it was mentioned that nine cases of pemphigus vulgaris in childhood

have been reported since 19553. Childhood pemphigus foliaceus resembling either impetigo or

seborrhoeic dermatitis has also been described7. In this study, two patients had disease onset in

theirfirst decade. A threeyear old boy had pemphigus foliaceus and a ten year old girl had pemphigus

vulgans.

Materials and Methods 

One hundred eight patients admitted in Civil Hospital, Institute of Skin Diseases and Jinnah Post-

Graduate Medical Centre (JPMC), Karachi from 1992 to 1996 were examined, except for two cases

which were seen at JPMC in 1987. The diagnosis was based on clinical features, Tznack test and skin

biopsy as Immunofluorescence ,an expensive investigation is not routinely available. All these patients

were treated with systemic corticosteroids for the control of their disease.

Additional immunosuppressives e.g., Azathiopnne were required in some cases.

Results 

This is indicated in Table and Figure.



The mean age of pemphigus was 33.8 years. The youngest patient was a three year old male with

pemphigus foliaceus and the oldest was a 63 year old male having pemphigus vulgaris. For pemphigus

vulgaris, the meanage infemales was 32.88 years±12.26(SD) and in males 37.56 years±l0.74 (SD)



whereas, in pemphigus foliaceus the mean age for females was 31.75 years±16.92 (SD) and for males

33.31 years±15.05 (SD). Other types of pemphigus were not seen. The male to female ratio of

pemphigus vulgaris was 1:1.56 and that of pemphigus foliaceus 1:0.5. P values less than 0.05, were

significant.

Discussion 

Pemphigus has a worldwide distribution. Its prevalence is high in Jews particularly Ashkenazy Jews8,

as reported from America and Russia, but itis also found in other ethnic groups, e.g., of Mediterranean

and Indian origin2. The incidence of pemphigusvariesfrom0.5 to 3.2 casesper 100,000 population year6.

It affects both sexes equally, although under the age of 20. there is a predilection for females8.

However, in a report from Australia, of 73 patients having pemphigus vulgaris, it was found that the

frequency of pemphigus was higher in women, peaking in the sixth decade9. In this study also (Table),

there were more females (50) having pemphigus vulgaris and fewer males (32); however, the maximum

number of cases were seen in the age group of 21 to 30 years. There was a preponderance of

pemphigus foliaceus under the age of2l in males. The distribution of pemphigus was equal in both

sexes between 0 to 10 years, 21 to 30 years and 61 to 70 years. Inanothersurvey of 110 cases in Italy,

the medianageat diagnosis was 54 years and the male to female ratio was 0.710. In an epidemiological

study of patients treated in a Finnish hospital between 1969 and 1978, the mean age of onset was found

to be 57.5 years and the male to female ratio was 0.9:1.00. The number of patients having pemphigus

vulgaris and foliaceus were equal11, ma previous comparative study of disease characteristics

conducted in New Delhi, India and Oxford, UK it was found that in New Delhi pemphigus vulgaris

predominated, but in Oxford pemphigus vulgaris and foliaceus had equal prevalence. The age of onset

of the disease was considerably lower in New Delhi12. In the HLA typing of the two populations no

differences were found in the class 1 antigens, yet the genetic predisposition was the same12. The mean

age of onset of pemphigus reported herein was 33.8 years and the male to female ratio (in all types)

was 1:1.25. HLA typing was not routinely possible on economic grounds. Recently, in a comparative

study of pemphigus in Tunisia and France, it was observed that in France pemphigus vulgaris

accounted for 73% of all cases, incidence increased with age and the male to female ratio was 1:1.2.

However, in Tunisia pemphigus foliaceus was more frequent (6 1%) in females, the male to female

ratio was 1:4.1. Women between 25-34 were more frequently affected13. It has also been suggested that

an endemic form of pemphigus foliaceus restricted to women exists in Tunisia (and possibly all of

North Africa)14. In these statistics (Table) more males had pemphigus foliaceus, the male to female

ratio being 1:0.5 and the incidence was maximum between the ages of 41 - 50 years. In a previous

review of 234 cases of pemphigus in North America, it was observed that the frequency was 5.5 times

higher in young females (under 20) than males. The sex incidence was equal after the second decade,

whereas 80% of cases were between 31 and 70 years15. Table in this series shows a predominance of

females upto the age of3O, peaking between 11 and 20 years in which females were three times more

affected than males. The above comparisons indicate a considerable variation in the age distribution of

pemphigus in different geographic locations. There are a few questions which arise from the results of

this study. Is the early onset of pemphigus related to the low life expectancy in Pakistan? (Mean age

males: 60.8, females: 60.6 years, 1994). Are the weather conditions such as heat, sunlight and humidity

significant factors in the pathogenesis of this disease? These queries could be answered by more studies

and research in this field.
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