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Abstract. This case of benign mucou, membrane pem­
phigoid (BMMP) is unusual in that blistering. scarring 
lesion� were confined to the skin for IS years before 
mucou, membranes were involved. The on,et of this di,­
order at the age of 38 i, also unusual. Detailed immunolog­
ical investigation was performcd on this patient but the 
results in no way clarify the present confu�ion regarding 
the immunopathological processes in BMMP related to 
those operative in bullous pcmphigoid. 
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CASE REPORT 

This female patient developed recurrent blisters on the 
sides of the face in I 960 when agcd 38 ycurs. She was first 
scen in the Skin Department in 1966. The blistering and 
,carring le,ion� of the skin were typical ofBMMP. A skin 
biopsy showed a subepiderrnal bulla with an acute in­
nammatory intiltrate. There were many eo,inophils in the 
infiltrate and in the underlying dermis. She had no mucous 
mernbrane lesions. Shc was initially treated with Dapsone 
50 mg twice a day but this produced no improvement. 
Prednisolone 15-30 mg was prescribed over the next year 
but again no benetit was achieved. In 1970 and 1971 skin 
grafts were performed over both temples and thi, pro­
duced freedom from blisters for 18 months. 

In Augu,1 1972 blistering recurred and Azathioprine 150 
mg daily was given, producing some improvement for 2 
months. The patient then failed 10 attend. She rcported 10 
the clinic again in May 1973 having developed a gaslnc 
ulcer. All oral therapy was slopped and Metosynt (ICI) 
cream wa, applied to the lesions. The patient again 
stopped attending. 

She returned in August 1975 wilh a severe exacerbation 
of bli�ters on the face. In November 1975 she devcloped 
oral lesions and vulva! erosions were noted in December 
1975. On examination at that time there were bullae on the 
forehead. temples (Fig. 1 ). hard palate and vulva. 

INVESTIGATIONS 

Serum immunoglobulins: normal. C3 and C4 compo­
nents of complernent: normal. Desmosome and reticulin 
antibodies: negative. Basement membrane antibody not 
detected when using monkey oesophagus and normal hu­
man skin as substrates. Skin biop,y showed a subepider­
mal bulla containing extravasated red cells bul no 
acantholytic epidermal cells. The dermis was oedematous 
and contained moderate numbers of inflammatory cells. 
Direct immunotluore�cence performed on involved skin 
showed linear deposition of IgG and C3 along the ba,e­
ment membrane and when performed on uninvolved skin 
shoY>ed linear lgG �taining along the basement membrane 
(Fig. 2). 

Prednisolone 10 mg b.d. and A.rnthioprine 50 mg b.d. 
""ere given for 2 months but with no effect. The patient is 
currently applying Dermovate111 (Glaxo) to the lesions and 
taking Azathioprine 50 mg three times a day. 

Fig. I. Bullae and scarring on skin-grafted area of the right 
temple. 
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Fig. 2. Direct immunofluorescence using fluorescein-iso­
thiocyana1e conjugated rabbit antihuman antisen,m for 
lgG on clinically normal skin. ,howing linear IgG deposi­
tion along the ba\ement membrane. x 18. 

DISCUSSION 

There are several unusual and interesting features 
in this patient. BMMP occurred at an unusually 
early age (7, 8). Skin lesions are not a common 
feature of this disorder (6, 7). In the rare event of 
skin lesion� appearing first, the average duration 
before the onset of mucosal lesiom, is 3 ycan,! 
There is. however. a group of patients who have the 
scarring skin lcsions of BMMP but never develop 
mucous membrane lesions (2). 

Until reccntly direct and indirect immuno­
tluorescence in BMMP had been negative. This 
led to the suggestion that this disorder was distinct 
from bullous pemphigoid. However, it is now evi­
dent that circulating basement membrane antibody 
and basement membrane staining for lgG and 
sometimes C3 occur in BMMP (I, 3. 4. 5. 9). 

In this patient direct immunofluorescence 
showed basement membrane .,,aining for lgG and 
C3 in involved skin and for lgG in uninvolved skin. 
We were unable to demonstrate circulating basc­
ment membrane antibody and our intention to over­
come the problem of species or tissue -;pecificity by 
using the patient's serum againsl her own unin­
volved skin was thwart�d by finding lgG in her 
clinically normal skin. This finding stresses the im­
portance of studying patients' uninvolved skin by 
direct immunofluorescence before using it for indi­
rect immunofluorescence. 
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The finding of JgG basement membrane anti­
bodie� in uninvolved skin thrO\H doubt on their 
role in blister formation but. conver,el}. C 3 fi,a­
tion in affected skin clocs �uggest an auto-antibody 
pathogene�is. fhe 15-year hi�tory of le\ion� con­
fined to the skin in th,:, patient quc'>tion:. 1he theory 
that in BMMP auto-antibodie� are directed predl'· 
minantly against mucous rnembranes. with skin in­
volvement occurrmg only when there is cro,s 
antigenicity. 

There are two possibilities capable of explaining 
the �equence of evenb in this case. lf the antibodies 
are auto-aggre'>sivc they are directed primarily 
against thc skm. but lo-,-, of specificity af ter 15 year, 
resulted in thcir al,o affecting mucous mernbrane,. 
Alternative ly. sorne non-immunological primary 
change in the skin may have rendcred it antigenie. 
thus stimulatmg production of antibodics which 
eventually became aggressive to the mucou;; 
membranes. 
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