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Abstract

Lichen planus pemphigoides (LPP) is an
autoimmune disease characterised by evolu-
tion of subepidermal blisters on normal and
lichen planus affected skin. We describe a
case of LPP in a 54-year-old Chinese woman.
The patient presented with psoriasiform
plaques and was diagnosed with guttate psori-
asis. Narrowband ultraviolet B (NBUVB) ther-
apy was commenced, and she experienced a
generalised eruption of violaceous papules,
bullae over the lower limbs, and Wickham'’s
striae over the buccal mucosa. Histology from
a plaque revealed interface dermatitis, while a
specimen from a blister showed subepidermal
bulla. Direct immunofluorescence showed lin-
ear deposition of IgG and C3 along the base-
ment membrane. A diagnosis of LPP was made
on clinicopathological grounds. This is the
first case report of NBUVB alone in unmask-
ing LPP. In this case report, we describe the
pathological mechanism of NBUVB in the
development of LPP and key features distin-
guishing LPP from bullous lupus erythemato-
sus, bullous lichen planus, bullous pem-
phigoid, and psoriasis.

Introduction

Lichen Planus Pemphigoides (LPP) was
first described by Kaposi' in 1892. It is a rare
acquired autoimmune condition resulting in
subepidermal blistering, where bullous erup-
tions occur at sites of lichen planus (LP) and
normal skin. Though LPP is usually idiopath-
ic, it has been reported to arise after treat-
ment photochemotherapy with psoralen and
ultraviolet A therapy (PUVA), cinnarizine,
captopril, anti-tuberculosis therapy, ramipril
and simvastatin.? Brenner ef al’ have
described a case of NBUVB, paracetamol, and
ibuprofen in triggering LPP, however the
patient was also receiving hormonal therapy
for infertility, therefore a definitive cause of
the development of bullous eruption on LP
lesions and unaffected skin could not be iden-
tified. The pathogenesis of LPP is not fully
understood, though likely due to basement
membrane zone damage, and consequential
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development of autoantibodies to antigen
exposure by a lichenoid inflammatory
process.* We report the first case report of
NBUVB alone in unmasking LPP.

Case Report

A 54-year-old Chinese woman was referred
to our clinic for evaluation of one month of
generalized pruritic rash, which started from
the forearms and spread to the rest of the
body. She was otherwise well, with no past
medical or drug history of note. Physical
examination revealed papulosquamous gut-
tate rash over limbs, trunk, confluent eczema-
tous patches over extensor surfaces of upper
arms and distal onycholysis in some nails.
Based on the clinical presentation, a diagno-
sis of acute guttate psoriasis was made. Twice
weekly NBUVB therapy was started. After
undergoing four weeks of treatment, the
patient developed tense blisters on bilateral
lower extremities (Figure 1A). Phototherapy
was stopped and our patient was re-evaluated.

Examination of our patient revealed viola-
ceous papules and plaques, distributed sym-
metrically on the trunk and limbs, with tense
blistering at sites of violaceous plaques and
unaffected skin. Wickham’s striae were noted
over the buccal mucosa (Figure 1B). Based on
the clinical development of subepidermal blis-
ters and oral mucosal lesions, new differen-
tials of bullous lupus erythematosus (BLE),
bullous lichen planus, lichen planus, and
lichen planus pemphigoides were suspected.

Laboratory investigations including full
blood count, blood urea, creatinine, elec-
trolytes, liver function test were within nor-
mal range. Anti-nuclear antibody was positive
with speckled pattern a titre of 1/100. Anti-
extractable nuclear antigen was negative and
antibodies directed against bullous pem-
phigoid 180kDa antigen were found to be pos-
itive at 81.6 U/mL (positive >9 U/mL).

Punch biopsies were obtained from two dif-
ferent sites: one from a violaceous plaque on
the abdomen and another from a blister on
the left calf. Histology from the abdomen
revealed lichenoid dermatitis (Figure 2A),
hyperkeratosis, focal wedge-shaped hyper-
granulosis, acanthosis, saw-teething of rete
ridges, colloid bodies, pigmentary inconti-
nence and band-like infiltrate consistent with
lichen planus (LP). The subepidermal bulla
(Figure 2B) from the calf showed neutrophil
predominant infiltration. Direct
immunoflourescence (DIF) demonstrated a
linear band of immunoglobulin G (IgG) and
complement 3 (C3) along the dermo-epider-
mal junction (Figure 2C). Indirect immuno-
fluorescence of patient’s serum demonstrated
circulating IgG autoantibodies with an epider-
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mal pattern of binding on human salt-split
skin in a 1:160 titre. Based on the clinico-
pathological revelation, a diagnosis of LPP
was made. Our patient subsequently respond-
ed well to oral prednisolone at 0.5 mg/kg/day.

Figure 1. (A) Violaceous lichenoid plaques
and papules with blisters (arrowed) at sites
of lichen planus and unaffected skin. (B)
Wickham’s striae over buccal mucosa.
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Iscussion
Kaposi discovered lichen ruber pem-

We have demonstrated the process of uncov-
ering the diagnosis of LPP through NBUVB in
our patient, and aim to dissect the distinguish-
ing features of LPP from BLE, BLP, BP, and pso-
phigoides in 1892, describing a case of typical
LP with widespread bullous eruption. LPP
affects all races, typically in the fourth to fifth

riasis.

D

bulla.® The specific pathogenesis of drug and
phototherapy induced LPP is unclear though
the epitope spreading’ phenomenon has been
implicated. Damage from an inflammatory
process causes the release of an antigen lead-

decade of life.> In most of the published case
reports of LPP, LP precedes the development of

ing to an autoimmune response against the

released antigen. In our case, NBUVB is
thought to have caused autoantibody forma-

its along the basement mem-

with lichen planus (40x). (B) Subepidermal
blister (40x). (C) Linear complement 3

(C3) depos

Figure 2. (A) Lichenoid dermatitis and
saw-toothing of the rete ridges consistent
brane zone.

“10J0B) SIS01D9U INOWIN] YN, 90UIISIONJOUNUILI DBIPUL ] ‘USFTIUR 9JA0YNA] URLINY FH 9IUSDSAION[JOUNLILT JORIIP ] (] “OUOZ dURIGUIAUI JUSWIAS] ‘FNG

saigojoiq

eaInAX0IpAY ‘utodsom ‘unauioe
‘9)exaj0YIdN "¢

fderaygoloyd g

sprounal [ea1do}

‘Sango[eue (] UILRIIA 7
Sp10J3}$0013109 [ea1doy, °|

9MD-VTH ©-dNL
1O S[9AJ] PATRAI[Y

$9SS90SROIIIU S, 01UNI -/+ F
$1801£00%9

anfooyduwid] pue oriydoainay ¢
eise|diadAy uiojiseri0s g
SIS0JeIayeIR] |

fyyedoayay "¢

fydonsp [reN 7
SNOJRWIAYIAID PAJRDIRWIAP [[oM
‘POINQLISIP A[ROLIIOWWIAS ']

[n9jou ayejouaydoakut
‘grexanjoyiow ‘aundoryieze
‘9uosdep ‘urounaosy ¢
3PIWRUUOIIU PUR BUIIAIRIIRY, 7
(o1wayss pue eaidoy)
SPI0J3]$S0010]) °[

B(Y-06T pue

‘®([4007 Jsurese suagnue 4g
‘(08144 1surese pajoaup)

[1AX uasejjoonuy

aje1)sqns urys Jijds-jjes jo

apIs (jool) [euriapida ay) 03
puIq Jey) Sapogrueoje i — |
7INg 33 Suofe ¢) pue 98] — AIq
snuejd uayal| Jo $ainjes)
INOYJIM 10 Y3IM In220 ARJN °7
12)s11q [euiapidaqng 1

$9auy pue d[eas §oeq 1amoj
‘SMO[d ‘SY20)INq AY)

§urjoajye safeas A1aAfis
Guik[1an0 yym sonbeyd

sonbeyd pue sajnded

Teueyd ‘snoadejoIA ']

QUIZR[RSRJ[NS ‘UNRNIOY '€
V-AN Y1t US[RI0S] ‘GANGN T
(o1wayss pue eardoy)
SPI0J91S001}0) °|

(8144 Pue (€7dd

0140 ‘T4a

‘L4 -V'TH UM pajeroossy
$a1poq pIoAo 5] pue Zjg )
§uope uafouriqy A55eyg — 41a
safoounelay anoydode

pue $31poq piofj0)

siuLiap Jaddn

Ay 1 saikooydud]

Jo ojexyut oyI-pueq °¢
SaSpL 9191 JO

doueIeadde payl003-meg 7
sisonuessiadAy yym
SISOyuRIR [euLIapIdy |

IS Pajoajje-uou pue
snueyd uayor| Sundajye
$19381[q [euttapidaqng g
SNOJRWYIAIB 0] SNOSIR[OIA
paddoy-yery ‘furyg |

ssiserosd pue ‘soproSrydwad snuepd wayory ‘snueyd usyoy|

3

prodiydwod snojng

qeuirxmry 'y
apiureydsoydopokd

‘majouw dre[ouaydodfw
‘9jexanjoyjaw ‘auridoryyezy ¢
ufwoaykia pue
‘9PIUIRUUOIIU ‘3UIILIRIIBY, 7

(orwaysAs pue [ed1doy) SpI01a}s0INI0) |

suasnue progiyduad
Snoj[nq 03 SaIPoqIUROINE N5

97Ra)Sqns urys Jijds-1es jo (jool)
[eursapida Ay 03 puiq jey)
$a1poquueone O - ]|

ZINg 8 €0 pue O] Jo
uonisodap Jeaur — J1q
‘uorexyur

[iydoursos jueutwopaid yjm
$19351]q [eutapidaqng °|
JUBWIAAOAUT [RSOIN "¢

JRLIS S, WRYNIIM T

JUNI) pUR SANIUBIIXS A} 1340
sanbejd pue sajnded

$SAPIAP YIUBABS 0] Y1)

Ut £[19p[a $199J3y [

QUIZR[RSRJ[NS ‘UNRNIOY '€
V-AN [ US[RI0S] ‘GANEN T
(o1wayss pue eardoy)
SPI0J91S001}0)) °|

014 1¥a
‘19 -VTH UJIM Pajendossy

“ZINg S Suofe £ pue O]

10] dAT}RSA) "$31pOq PIoAo 5]
PUB QURIGUIAW JUIWIBSR] A
§uope uafouriqy A5eyg — 41a
4110 $a1njeay 13y ‘7

1J9]0 [eursopidagns e ur Suninsal
UOTjRI3)[e TR[ONIPA [eSeq
paje1agiexa pue ‘asuslu] ‘|
$eQIR [RINXA]] UO

uronoa[ipald yjim doeyins
UIyS U0 dv[nq 3SU3), 7

ajijo

urys pajoayje snuejd

a1 U0 Sutialstg ‘|

[najou djejouaydoohu
‘djexa.joyiaw ‘uudoryyezy ¢
auosde( g

SPI0JAIS0IM0Y |

19~ Ututure pue
c-ututure] ‘ uagnue profydwad
snojnq ‘uafeyj0d 1A adAp,

(Zng o W8] pue 8] -/+) 98] - 41
ajexyul

[ewap Arydonnau jueurwopald
UIIM 193S1] [euLIapIdaqng |

300] PUB 03U ‘SNIWAIXD

Jaddn fewrrxoad “yuniy uo uondnia
SNOJ[NGO[NIISAA [RIAWIWIAS °7
(7S 10} BLIAILID UOLRIDOSSY
WSIRWNAYY UILIAUN [4[n])
snsojeway)fre sndnj arwaIshg 11

JusuIeal],

salpoqnuy

£50]0381H

$910]09] [eIIUI])

‘snueyd uay| snofnq ‘snsorewatiL1a sndnj snojnq wsamiaq sarmeay Jurysmunsi(y ‘1 Aqey,

[page 97]

[Dermatology Reports 2011; 3:e43]

OPEN 8HC(ESS



Case Report

tion due to damage to basal keratinocytes,
leading to the exposure of previously unex-
posed basement membrane zone antigens to
autoantibodies, resulting in the formation of
subepithelial blisters. Circulating antibodies
against BP 180 antigen have been detected in
most cases of LPP? and it was also found posi-
tive in our patient.

In LPP, there are concurrent lesions of LP
and BP with the lichenoid lesions and blisters
on both involved and apparently normal skin. It
is differentiated clinically from bullous pem-
phigoid by its earlier age of presentation, less
severe course, and affinity to lower extremi-
ties. Zillikens et al.? have further demonstrated
that antibody reactivity in LPP against novel
epitope of region 4 of the NC16A domain of BP
180 antigen besides regions 2 and 3, were
shown uniquely in LPP patients, indicating
that the immunological pattern in LPP is dif-
ferent than BP.

Bullous lupus erythematosus is a subepider-
mal blistering disease which occur in patients
with systemic lupus erythematosus. Vesico-
bullae eruptions usually distribute symmetri-
cally on the trunk and upper arms. Blisters may
develop as a result of extensive damage to the
epidermal layer due to interface dermatitis
caused by cutaneous lupus erythematosus
leading to the exposure of epitopes and devel-
opment of antibodies targeting the BMZ.1?

Lichen planus is an idiopathic chronic
inflammatory skin condition which is classi-
cally characterized as shiny, flat-topped viola-
ceous to erythematous papules and plaques
over the extremities and trunk, often crossed
by white lines known as Wickham’s striae.
Bullous lichen planus is a variant LP where
blisters develop on lichen planus affected skin,
due to intense and exaggerated basal vacuolar
alteration resulting in a subepidermal cleft, in
association with a lichenoid infiltrate, and
other accompanying features of LP. Histology
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of the bullous lesions do not show the distinc-
tive immunoflourescent findings of BP, linear
IgG and C3 in the basement membrane zone.
An important distinction from LPP is that bul-
lae occur on sites of LP, sparing normal skin
whereas in LPP, blisters are seen on sites of
both lichen planus-affected and normal skin.

We should use this opportunity to highlight
the key differences that allow us to distinguish
lichen planus from psoriasis clinically. In retro-
spect, it would be the violaceous coloured
papules and Wickham’s striae our patient
developed after phototherapy. Table 1 high-
lights the clinical presenting features of BLE,
BP, LP, LPP, and psoriasis, the histology find-
ings, and treatment options. When there is
doubt regarding the diagnosis of the patient, a
biopsy should be obtained to confirm the diag-
nosis.

Conclusions

Based on the case report, we conclude that
NBUVB alone was the cause of development of
LPP in our patient. Our patient was initially
misdiagnosed with guttate psoriasis, therefore
clinicians need to be aware of the presenting
features of LPP, the distinguishing points
between its differentials, to allow for prompt
discontinuation of the inducing agents and
initiating effective treatment.
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