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Lichen Planus Pemphigoides (LPP) is a rare autoimmune blistering disorder displaying features of both lichen planus (LP) and bullous 
pemphigoid (BP). With only 80 published cases, consensus regarding its classification, aetiology and diagnosis is lacking. We present a 

case of LPP and document both the clinical and histological timeline and review the current literature.
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Characteristics Adults (n=68)

Mean age (years) 55.5 

Male/Female 29 Males/ 39 Females

Associated medical history
- Hypertension
- Diabetes
- Malignancy
- Hepatitis B
- Hepatitis C

- 13
- 8
- 13
- 6
- 1

Associated drugs
- Ramipril
- Captopril
- Cinnarizine
- PUVA
- NB-UVB
- Chinese herbs

- 2
- 2
- 1
- 1
- 1
- 1

Treatment of LPP
- Oral corticosteroids

- Dapsone, oral prednisolone and 
topical steroid

- Dapsone & oral corticosteroids
- Dapsone & topical steroids
- Azathioprine
- Oral prednisolone and 

Azathioprine
- Cyclosporin
- Other *

- 26 (2 then followed by NB UVB)

- 3

- 4
- 1
- 2
- 7

- 1
- 6

*other: prednisolone & ranitidine, doxycycline & prednisolone, isotretinoin and occlusive steroid dressings, griseofluvin, oral and 
topical corticosteroid, hydroxyzine & azathioprine, erythromycin, compresses of Burrow’s solution & prednisolone

Table. 1 – Summary of 68 reported  adult cases1-4

LPP is rare blistering disorder with clinical and histological features of both LP and
BP.
• Most commonly affected sites are the extremities and oral mucosa but there

are case reports of LPP occurring at palmoplantar sites (n=1), the vulva (n=1)
and as a generalized variant (n=3).

• Zaraa et al summarised 13 children with LPP and found it was seen more often
in males and there was a higher incidence of acral involvement.

• The typical clinical course involves a lichenoid eruption with or without bullae
(only involving lichenoid lesions) followed by the development of the
vesicobullous lesions of LPP involving both lichenoid and normal skin.

• The mean time of this has been reported to be 8.3 months in adults.
• LPP is thought to be idiopathic but there are several case reports of associated

drugs and diseases (see Table 1).

Does LPP lie on the same spectrum as BP?5

Some authors argue that an initial insult like drugs or an inflammatory process,
such as LP, leads to the release and exposure of previously hidden antigens within
the basement membrane zone (BMZ).

There is then a secondary autoimmune response against these newly released
antigens thus explaining the formation of autoantibodies against the BMZ. This
phenomenon is referred to as “epitope spreading”.

Is LPP its own separate disease entity?6

• Antibodies against either or both BP 180 and BP 230 have been reported in most
cases of LPP.

• Zikkikens et al studied the sera of four patients with LPP in detail and identified a
novel epitope within region 4 of the non-collagenous extracellular domain
(NC16A) of the BP 180 antigen in all patients. This has not been demonstrated in
patients with BP.

• This differing immunology would add weight to the argument that LPP and BP
are two separate conditions.

In conclusion, LPP is a rare and poorly understood disease. Due
to its rarity, only case reports and case series exist on this
topic. Further studies are required to better understand this
elusive condition, its immunology and pathogenesis.

2011
A 33-year-old male presented with a 7 
month history of a rash. 
Examination findings:
• Widespread  flat topped papules 

and erosions. 
• Occasional blisters on top of these 

lesions. 
• No muscosal involvement.
Histology showed (figure A and B):
• A lichenoid inflammatory 

dermatosis
• Numerous civatte bodies.  
• Direct immunofluorescence (IMF) 

was negative
A clinical and histological diagnosis of 
bullous LP was made. It resolved with 
topical ultrapotent steroids. 

October 2017
Our patient re-
presented with a 
more widespread and 
pruritic eruption 
despite 3 courses of 
oral prednisolone 
from his GP. 

Clinical and 
histological findings 
were still in keeping 
with bullous LP.

Examination findings (figure A, B and C):
• Widespread rash consisting of polymorphic, flat 

topped papules, crusted lesions and healing 
erosions.

Histology showed (figure D): 
• Lichenoid inflammatory  infiltrate 
• Splitting at the dermo-epidermal junction
• IMF was  once again negative

The rash further evolved.
Examination findings (figure A and B):
• Large urticated plaques and blisters

on top of normal skin.
• Oral ulceration.
Histology showed (figure C):
• Dermal inflammatory cell infiltrate

with multiple eosinophils.
• IMF strongly positive for C3c and IgG

favoring a diagnosis of pre-
pemphigoid.

A diagnosis of LPP was made based on
clinical and histological findings.

January 2018

Discussion
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