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Linear chronic discoid lupus erythematosus following

the lines of Blaschko -
Lipus eritematoso cronico discoide nas linhas de Blaschko

Patricia Erica Christofoletti Daldon' Renan Lage’

Abstract: Linear chronic discoid lupus erythematosus is a rare manifestation of cutaneous lupus in
which erythematous, atrophic, dyschromic lesions are located along the lines of Blaschko. This report
describes the case of a 15-year old boy with a 2-year history of discoid, erythematous, hyper and
hypopigmented lesions with central atrophy, situated along the lines of Blaschko on his right arm.
Histopathology showed epidermal atrophy, hyperkeratosis, follicular plugging, thickening of the base-
ment membrane zone, and superficial and deep chronic perivascular and periadnexal inflammatory
infiltrate, with dermal mucin deposit, thus confirming diagnosis. A total of 14 cases have been described
of this variant, the onset of which is often in childhood. There is no difference in incidence between
genders. Lesions most commonly develop on the face. There have been no reports of any association
with systemic disease.
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Resumo: O lipus eritematoso cronico discoide linear é manifestagao rara da doenca lipica cutinea, em
que lesoes eritémato-atrofico-discromicas dispoem-se nas linhas de Blaschko. Descrevemos o caso de
um menino de 15 anos, com dois anos de histéria de lesoes discoides eritémato-atréficas, hipo e hiper-
pigmentadas, dispostas nas linhas de Blaschko do membro superior direito. O exame histopatologico
revelou atrofia da epiderme, hiperqueratose, rolhas corneas, espessamento da zona da membrana basal,
infiltrado inflamatoério cronico perianexial e perivascular superficial e profundo, depdsito de mucina na
derme, confirmando o diagnéstico. Ha, no total, 14 casos descritos dessa variante que se inicia fre-
quentemente na infincia e que nao apresenta predominio quanto ao sexo. As lesdes ocorrem preferen-
cialmente na face. Nao hi relatos de associacio com doenca sistémica.
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INTRODUCTION

Lupus erythematosus (LE) is an inflammatory found in DLE may occasionally follow the lines of

autoimmune disease with numerous clinical presenta-
tions that range from the localized form of the disease
that is restricted to the skin to the systemic form.
Lupus is classified into three major types: systemic
lupus erythematosus (SLE), subacute cutaneous lupus
erythematosus (SCLE) and chronic cutaneous lupus
erythematosus (CCLE). The latter is subdivided into
other disorders, including discoid lupus erythemato-
sus (DLE), which is characterized by erythematous,
atrophic, hyperkeratotic, hypochromic discoid lesions
with a hyperpigmented halo. ' The typical lesions
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Blaschko, constituting linear discoid lupus erythe-
matosus (LDLE). * The case described here refers to a
15-year old boy with typical signs of LDLE.

CASE REPORT

A 15-year old male patient reported having had
erythematous lesions on his right hand for the past
two years that extended linearly along his right arm
and scapula. He denied having had any prior diseases
or any family history of autoimmune disease. The
patient denied photosensitivity; however, at two con-
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sultations the lesions were found to have worsened
following unprotected exposure to solar radiation
while the patient was fishing.

Physical examination revealed atrophic, hypo-
and hyperpigmented lesions with an erythematous
halo, together with hyperkeratosis in some of the
lesions. The lesions followed the lines of Blaschko,
affecting the back of the patient’s forefinger and
extending as far as the right scapula and ipsilateral
paravertebral region (Figures 1, 2 and 3). The patient
also had dermographism.

Following a clinical suspicion of linear lupus or
LDLE, histopathology was performed, revealing epi-
dermal repair with hyperkeratosis, the formation of
follicular plugging, hydropic degeneration of the basal
cell layer, thickening of the basement membrane
zone, telangiectasia, superficial and deep perivascular
and periadnexal lymphocytic inflammatory infiltrate
with mucin deposit in the reticular dermis (Figure 4),
thus confirming the diagnosis of LDLE.

The following laboratory tests were requested:
Antinuclear factor (ANF), with titers 1:80, homoge-
nous, and no clinical correlation with greater activity
in the lesions. Anti-Sm, anti-Ro and anti-La were non-
reactive. Full blood count, erythrocyte sedimentation
rate, complement, fasting glucose and creatinine lev-
els were all normal.

Following ophthalmological examination, treat-
ment was initiated with chloroquine diphosphate 25
mg/day and an improvement was seen in the patient’s
condition.

DISCUSSION
In 1978, Umbert and Winkelmann reported the
first case of LDLE with concomitant characteristics of scle-

FIGURE 1:
Erythematous
atrophic lesions
situated along the
lines of Blaschko on
the patient’s right
upper limb
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FIGURE 2: Discoid lesions with an atrophic, purplish center and
erythematous halo, situated linearly on the patient’s right hand

roderma and for this reason referred to the condition as a
mixed cutaneous syndrome, an association of cutaneous
lupus with scleroderma. * Two similar cases in which these
two pathologies with a linear pattern of involvement
overlapped have been described previously. *

Linear involvement in cutaneous LE is rare and
may present as LDLE, deep LE, tumid LE or SCLE. > A
case of linear bullous LE has been described in a
patient with SLE.* The present case is included with-
in the context of linear DLE (LDLE). A total of 14
cases of LDLE have been described, including the case
reported here. The face is the most commonly affect-
ed site (9/14 cases). Involvement of the upper limbs
has only been described once, in the case reported by
Umbert and Winkelmann, in which the patient had
lesions on the forefinger and forearm. >* In the pres-

FIGURE 3: Erythematous, hypochromic, atrophic lesion in the right
paravertebral region. Note the presence of two erythematous
lesions on the posterior surface of the shoulder, at the right scapu-
la. The lesions are arranged in a linear pattern
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FIGURE 4: Epidermal atrophy associated with hyperkeratosis, with

the formation of follicular plugging, telangiectasia, superficial and

deep perivascular and periadnexal chronic inflammatory infiltrate.
Dermal mucin deposit

ent case, the lesions were affecting the patient’s right
arm, extending along the lines of Blaschko onto the
trunk. In the majority of cases, a single anatomical
site was affected (12/14 cases). As previously men-
tioned, two sites were affected in the present case.
Low antinuclear antibody titers were found in three
patients, including the present one. In all three cases
titers of 1/80 were found. >* In six cases, direct
immunofluorescence was performed, resulting in
complement C3 and immunoglobulin deposits (IgM
in 5 cases, IgG in 2 cases) along the basement mem-
brane.’ The duration of the symptoms of the disease
prior to diagnosis ranged from 2 months to 5 years,
with a mean of 1.5 years. In 8 cases, patients were
under 15 years of age. Eight of the patients were male
and 6 were female. >° The patient in the present case
was male. He had had a clinical history of symptoms
for two years prior to diagnosis, with the onset of the
lesions occurring at 13 years of age.

Diagnosis is made clinicopathologically.
Histopathology reveals the typical characteristics of LE
such as epidermal atrophy, hyperkeratosis, follicular
plugging, thickening of the basement membrane,
hydropic degeneration of the cells of the basal layer,
telangiectasia, pigmentary incontinence, superficial,
medium and deep perivascular and periadnexal
chronic inflammatory infiltrate, and dermal mucin
deposits. ' These characteristics were all found in the
present case.

DLE is rare in childhood. Onset of the disease
occurs prior to 10 years of age in less than 2% of all
cases. = Unlike adult DLE, childhood DLE does not
predominantly affect girls and photosensitivity is rare;
however, there is a higher rate of progression to the
systemic form of the disease. ** The onset of linear

DLE occurs generally in childhood, although some
cases have been described in adults. >*® Linear DLE in
childhood, as well as non linear DLE, occurs equally
in males and females. However, in the case of linear
DLE, progression to SLE is low. * An association
between linear DLE (LDLE) in the left submandibular
region and ipsilateral submandibular myoepithelial
sialoadenitis has been described in the absence of
either Sjégren’s syndrome or SLE. ° Photosensitivity
has not been reported previously in cases of LDLE; *’
however, in the present case, photosensitivity was
found clinically on two occasions, both following
exposure of the patient to sun while fishing without
wearing a shirt or sunscreen, which resulted in reacti-
vation of the lesions.

Abe et al. proposed classifying cases of linear LE
as linear cutaneous lupus erythematosus, since the
lesions were linear in nature and not discoid in the
restricted sense of the term. ™' Nevertheless, other
subtypes of LE that follow a linear pattern have already
been described, including deep LE, subacute LE and
tumid LE. Therefore, we believe that linear chronic
discoid lupus erythematosus would be a more appro-
priate denomination, since this term emphasizes the
subclassification of LE in which this case is included.
In the case presented here, the lesions were both dis-
coid and linear, with morphological characteristics typ-
ical of LDLE, as shown in Figure 2, which illustrates the
affected region of the patient’s forefinger.

Various acquired inflammatory pathologies that
follow the Blaschko lines have already been described,
including striated lichen, lichen planus, scleroderma
and psoriasis. “" These conditions are believed to be
caused by genetic mosaicism. *

The explanation suggested is the occurrence of
post-zygotic mutation in the keratinocytes, giving rise
to abnormal cells that are cloned and migrate in a sin-
gle direction during embryogenesis. **** The cells aris-
ing from these mosaicisms express neoantigens capa-
ble of eliciting local immune response. > The trigger
for the onset of the disease may be trauma, primary
irritation or exogenous agents such as ultraviolet light,
drugs, pesticides, heavy metals or other elements. ***

The apoptosis of keratinocytes has been indi-
cated as a key event in triggering cutaneous lupus
lesions through various apoptotic pathways such as
p53, tumor necrosis factor-alpha (TNF-a) and
Fas/FasL. > It is speculated that the aberrant ker-
atinocytes may be unable to express the essential pro-
teins required to regulate apoptosis, and are hence
unable to prevent the apoptosis induced by solar radi-
ation, for example. Another mechanism that has been
suggested is that these keratinocytes may have an
anomalous major histocompatibility complex (MHC)
or may release abnormal cytokines. ’ [

An Bras Dermatol. 2011;86(3):553-6.




556

REF
1.
2.

3.

Daldon PEC, Lage R

ERENCES

Daldon PEC. Luapus eritematoso hipertrofico: estudo clinico-patolégico de 14
pacientes. [Tese]. Campinas (SP): Universidade Estadual de Campinas; 2003.
Rockmann H, Feller G, Schadendorf D, Goerdt S. Subacute cutaneous lupus
erythematosus on the lines of blaschko. Eur J Dermatol. 2006;16:302-6.

Julia M, Mascar6 JM Jr, Guilabert A, Navarra E, Ferrando J, Herrero C.
Sclerodermiform linear lupus erythematosus: a distinct entity or coexistence of two
autoimmune diseases? J Am Acad Dermatol. 2008;58:665-7.

Lee MW, Choi JH, Sung KJ, Moon KC, Koh JK. Linear cutaneous lupus
erythematosus in the lines of blaschko. Pediatr Dermatol. 2001;18:396-9.

Seitz CS, Brocker EB, Trautmann A. Linear variant of chronic cutaneous lupus
erythematosus: a clue for the pathogenesis of chronic cutaneous lupus
erythematosus? Lupus. 2008;17:1136

Gaitanis G, NomikOS K, Chaniotakis I, Stergiopoulou C, Zioga A, Bassukas I. Linear
cutaneous lupus erythematosus: a subset of childhood cutaneous lupus
erythematosus. Lupus. 2009;18:759-61.

Abe M, Ishikawa O, Myiachi Y. Linear cutaneous lupus erythematosus following the
lines of blaschko. Br J Dermatol. 1998;139:307-10.

Nagai Y, Ishikawa O, Hattori T, Ogawa T. Linear lupus erythematosus profundus on
the scalp following the lines of blaschko. Eur J Dermatol. 2003;13:294-6.
Requena C, Torrelo A, De Prada |, Zambrano A. Linear childhood cutaneous lupus
erthematosus following blaschko lines. J Eur Acad Dermatol Venereol.
2002;16:618-20.

Davies MG, Newman P Linear cutaneous lupus erythematosus in association with
ipsilateral submandibular myoepithelial sialadenitis. Clin Exp Dermatol.
2001;26:56-8.

Abe M, Ohnishi K, Ishikawa 0. Guess what? Linear cutaneous lupus erythematous
(LCLE): relationship with Blaschko's lines. Eur J Dermatol. 2000;10:229-31.

12.

13.

14,

15.

Green JJ, Baker DJ. Linear childhood discoid lupus erythematosus following the
lines of blaschko: a case report with review of the linear manifestations of lupus
erythematosus. Pediatr Dermatol. 1999;16:128-33.

Romiti R, Maragno L, Arnone M, Takahashi MDF. Psoriase na infancia e
adolescéncia. An Bras Dermatol. 2009;84:9-22.

Shapiro M, Sosis AC, Junkins-Hopkins JM, Werth VP. Lupus erythematosus
induced by medications, ultraviolet radiation, and other exogenous agents: a
review, with special focus on the development of subacute cutaneous lupus
erythematosus in a genetically predisposed individual. Int J Dermatol. 2004:43:87-94.
Martin DA, Elkon KB. Apoptosis. In: wallace dj, hayn bh, editors. Dubois' lupus
erythematosus. Philadelphia: Lippincott Willians & Willians. 2007. P 118-32.

MAILING ADDRESS / ENDEREGO PARA CORRESPONDENCIA:
Patricia Erica Christofoletti Daldon
Faculdade de Medicina da Pontificia
Universidade Catdlica de Campinas/Centro de
Ciéncias da Vida

Avenida Jobn Boyd Dunlop, s/n,

Jardim Ipaussurama

13059-900 Campinas (SP) - Brasil
Tel: 19 3343-8496
E-mail: patdaldon@hotmail.com

How to cite this article/Como citar este artigo: Lazzarini R, Rotter A, Farias DC, Muller H. Linear chronic discoid
lupus erythematosus following the lines of Blaschko. An Bras Dermatol. 2011;86(3):553-6.

An Bras Dermatol. 2011;86(3):553-6.



