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SHORT REPORTS

A Case of Cicatricial Pemphigoid with Circulating IgA and IgG Antibodies
Directed against 280 kD, 165 kD and 120-130 kD Epidermal Antigens*
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A case of subepidermal autoimmune blistering dis-
ease in an 86-year-old woman is reported. Clinical
features were those of a cicatricial pemphigoid, with
prominent mucosal involvement leading to conjunc-
tival and nasal scarring. Direct immunofluorescence
findings were consistent with either cicatricial pem-
phigoid or linear IgA dermatosis, since both IgG and
IgA linear deposits were found at the basal mem-
brane zone. Immunoelectron microscopy of peril-
esional skin revealed IgA deposits within the lamina
lucida and immunoblotting of the patient’s serum
disclosed IgA and IgG antibodies directed against
epidermal antigens of 280, 165 and 120-130 kD.
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Fig. 1. Symblepharon.
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Recent advances in our understanding of subepider-
mal autoimmune bullous diseases have been made
through the characterization of bullous pemphigoid
(BP) and epidermolysis bullosa acquisita (EBA) ma-
jor target antigens. Immunoelectron microscopy
studies of perilesional skin in BP have shown im-
mune deposits within the lamina lucida (1) and se-
rum immunoblotting and immunoprecipitation have
disclosed antibodies most frequently directed against
220-240 kD and 165-180 kD epidermal antigens (mi-
nor disparities in molecular weights between the au-
thors are probably related to the technical proce-
dures used) (2, 3). In EBA, immune deposits are
found below the lamina densa (1) and patients’ sera
react against 290 kD and 145 kD dermal antigens
(probably related to type VII collagen) (4). How-
ever, the same methods have resulted in more puz-
zling findings concerning other subepidermal au-
toimmune blistering disorders such as cicatricial
pemphigoid (CP) and linear IgA dermatosis (LAD)
(5-9).

We report here a case of CP with features of
LAD. This case illustrates the difficulties of correlat-
ing clinical features with localization of immune de-
posits as observed with immunoelectron microscopy,

Fig. 2. Prominent deformation of the nose induced by
mucosal scarring.



Fig. 3. IgA deposits are within the lamina lucida, strength-
ened in the areas of hemidesmosomes.

and with characterization of target antigens by im-
munoblotting study.

CASE REPORT

An 86-year-old woman was first admitted to our Depart-
ment in April 1988 following recent worsening of a blister-
ing pruriginous eruption of 4 months’ duration. Skin exam-
ination revealed erythematous plaques of the buttocks,
right shoulder and left axilla. These plaques were covered
with persistent polycyclic erosions, small haemorrhagic bul-
lae and occasional milium cysts; no lesion could be found
away from the plagues. Mucous membrane examination
disclosed a bilateral symblepharon (Fig. 1), extensive scar-
ring of the nasal mucosa leading to nasal obstruction
(Fig. 2) and extensive, painful, polycyclic erosions of the
oral nucosa mainly on the hard palate. There was no promi-
nent gingivitis, but the patient was toothless. According to
the patient, painful oral ulcers and nasal obstruction had
appeared at least one year before the onset of pruritus and
skin lesions, with gradual progression. This had eventually
led to anorexia and loss of weight. Ocular lesions were
asymptomatic. Physical examination was otherwise normal
except for chronic moderate cardiac failure (hypertension
and coronaropathy).

Current haematological and biochemical investigations
revealed no abnormalities except a benign monoclonal
gammapathy (IgG kappa) and Escherichia coli infection of
the urinary tract.

Specialized investigations gave the following results:

— Skin biopsy (histology): subepidermal blister with neu-
trophils infiltrating the blister floor, but with no abscess
at the top of the dermal paiillae.

— Direct immunofluorescence study (perilesional skin): lin-
ear deposits of IgA (+++), 1gG (++) and C3 along the
dermo-epidermal junction.

— Intestinal biopsy: normal histologic features, without
lymphocytic infiltration or atrophy.

— Indirect immunofluorescence study (on rat oesophagus,
rabbit lip and human skin): negative.
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— Direct immunoelectron microscopy (as described by C.
Prost et al. (1)): IgA and C3 deposits within the lamina
lucida. IgA deposits appeared to be increased in the
areas of hemidesmosomes (Fig. 3).

— Immunoblotting (as described by P. Bernard et al. (2):
antibodies of IgG (++) and IgA (+) classes against an
epidermal protein of 165 kD considered as a minor pem-
phigoid antigen (3); antibodies of IgA (+++) and IgG
(+) classes against an epidermal protein of approxi-
mately 280 kD; antibodies of IgA class against 120-130
kD epidermal proteins (Fig. 4).

The patient was initially medicated with dapsone (25 mg/
day up to 100 mg/day) and local corticotherapy (subcon-
junctival instillations). Failure of this regimen prompted us
to add oral prednisolone (0.5 mg/kg/day) on day 10 and
then azathioprine (100 mg/day) on day 30 when dapsone
had to be stopped because of a severe haemolytic syn-
drome. Six months later, all cutaneous and mucosal ero-
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Fig. 4. Serum immunoblotting of the patient (lanes I & 2)
and of a positive control with Bullous Pemphigoid (lane 3).
The patient’s serum shows IgA and IgG antibodies directed
against several epidermal antigens (280 kD; 165 kD; 120~

130 kD). Control serum reacts against the 220 kD BP
major target antigen.
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sions had healed and ocular involvement was controlled:
however, the patient suffered with an aseptic necrosis of
the hip as a side effect of corticotherapy.

DISCUSSION

Clinically, both cutaneous and mucosal lesions of
this patient are characteristic of cicatricial pemphi-
goid. Direct immunofluorescence findings are the
same as in some cases of linear IgA dermatosis
(LAD) and as in approximately 25% of cicatricial
pemphigoid (CP) (10).

Evidence has shown a considerable clinical and
immunopathological overlap between CP and LAD
in adults (11, 12) and in children (13). It is not clear
whether immunoelectron microscopy and immuno-
blotting can distinguish between CP and LAD. In an
immunoelectron microscopy study of 16 patients
with LAD, IgA deposits have been found at various
levels of the basement membrane zone (BMZ) (5).
In this study, even the most distinctive pattern of
‘mirror’ IgA deposits on each side of the lamina
densa seemed not to be correlated with peculiar
clinical findings or with presence or absence of IgG
deposits together with IgA. In several cases of CP,
immune deposits have been found mainly at the
lamina densa level (9). However, in another study of
L0 cases diagnosed as CP, in which 4 patients had
linear IgA deposits on direct immunofluorescence,
immune deposits were invariably found within the
lamina lucida (6), as with our patient.

Little is known about LAD and CP target anti-
gens. Sera from CP and BP patients may react with
certain common epidermal antigens (7, 9). CP may
also have a distinctive target antigen of 120 kD (7) or
a 240 kD antigen distinct from the BP antigen (14).
Other authors have demonstrated the anti-collagen
VII specificity of IgA auto-antibodies in some cases
of LAD with sub-lamina densa immune deposits (8).

In fact, LAD does not appear as a unique entity,
since it can be associated with different clinical, im-
munoelectron microscopic and immunoblotting find-
ings. Moreover, the presence of cicatricial mucosal
involvement in subepidermal autoimmune blistering
disorders does not seem to be clearly related with a
unique target antigen at the dermo-epidermal junc-
tion.

Finally, this case report illustrates the large over-
lap that exists between cicatricial pemphigoid and
linear IgA dermatosis, even when immunoelectron
microscopy and immunoblotting studies are per-
formed. Since ocular involvement is of great clinical
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significance as a major prognostic factor of these
diseases, we preferred to refer to this case as cicatri-
cial pemphigoid.
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