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Abstract

Observation: Pityriasis rubra pilaris (PRP) is characterized by redness of the skin, and scaling with a
variable degree of pruritus. It may rarely coexist with various neuromuscular diseases. There are
many reports of multiple diseases such as pemphigus, vitiligo, alopecia areata, systemic lupus
erythematosus, lichen planus, Sjégren’s syndrome, ulceratfive colitis, Hashimoto's thyroiditis,
rheumatoid arthritis, lymphoma, and thymoma associated with myasthenia gravis (MG). We
describe a patient with MG associated with PRP.

Introduction

PRP is an idiopathic papulosquamous disease
1, 2, 3, 4, 5]. The etiology of PRP is unknown
[2]. PRP has been associated with Down
syndrome, hyperthyroidism, leukemia, and
myositis, as well as several autoimmune di-
seases including MG, hypothyroidism, celiac
sprue, and vitiligo [6]. PRP association with
neuromuscular diseases has been rarely re-
ported. Herein, we describe a patient with MG
associated with PRP.

Case Report

A 16-year-old female patient presented with
symmetrical erythematous papules and plaques
exhibiting a follicular pattern, involving dorsal and
extensor surfaces of both lower and upper extre-
mities, and abdomen in March 2001 (Figure 1).
Physical examination was normal.

The result of routine complete blood cell count,
urinalysis, tumor markers, chemistry group,
thyroid hormones and erythrocyte sedimentation
rate were within normal limits. Antinuclear and
anti-DNA antibodies were negative, and 1gG, A, M,
total C3 and C4 complement levels were normal.
HbsAg, anti-HbsAg, anti-HbcIgM, anti-HCV, HIV-

Figure 1. Erythematous papules and plaques
exhibiting a follicular pattern, involving
extensor surfaces of lower extremity
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1, 2 antibodies were negative. A skin biopsy spe-
cimen obtained from the lower extremity of our
patient revealed lamellar hyperkeratosis with
focal parakeratosis and superficial perivascular
lymphocytic infiltration, consistent with PRP.
Based on clinical and histopathological findings,
a diagnosis of PRP was made.

Our patient was treated with 200 000 internatio-
nal units of water miscible oral vitamin A daily
(Avigen®, Eras, Turkey). The eruption resolved wit-
hin few weeks and therapy was discontinued wit-
hin three months. After 5 months, lesions recurred
and systemic 20 mg daily isotretinoin treatment
was started (Roaccutane®, Roche, Basel). Lesions
regressed within 2 months and treatment was
stopped. No relapse has been observed in a follow-
up period of 6 months.

In November 2002, the patient developed a general
fatigue, extraocular muscle weakness, dysarthria,
and difficulty in climbing stairs, and complained
of intermittent blurred vision, with greater severity
of symptoms in the evening. In neurological exa-
mination, a diffuse symmetrical severe muscle we-
akness was most pronounced in the proximal
muscles, but her tibialis anterior muscles were
also involved bilaterally. The weakest muscles bi-
laterally were the deltoid, biceps, iliopsoas and ti-
bialis anterior. There was no tenderness,
myotonia, or atrophy. Repetitive stimulation test
showed decrements of amplitude in ulnar nerve
stimulation. Single fiber EMG of extensor digito-
rum communis muscle revealed increased neuro-
muscular jitter. Serum anti-Ach-receptor antibody
was 65 nmol/ml (normal; 0-0.5nmol/ml). Her
symptoms disappeared with an edrohoneum chlo-
ride test. The diagnosis of MG was made based on
muscle weakness in the face and extremities, a po-
sitive edrohoneum chloride test, elevation of serum
anti-Ach-R antibody titre and decrements of am-
plitude in a repetitive ulnar nerve stimulation test.
She was administered 60 mg deflasocort on alter-
nate days and pridostigmine 180 mg/daily. Her
symptoms gradually improved.

Thymectomy was performed on March 2003, and
thymus hyperplasia was detected on histopatho-
logical examination. On August 2003, she visited
our department, and her myasthenic symptoms
were almost recovered except for slight weakness
of the lower limbs. Dermatological examination, re-
vealed only a few red, scaling papules on the
knees. We prescribed topical steroid for the lesi-
ons.

http://www.jtad.org/2012/6/jtad1261c4.pdf

Discussion

PRP is an idiopathic papulosquamous di-
sease first described in 1985 by Claudius
Tarral [1]. The etiology of PRP is unknown.
Although some researchers state that the
development of PRP may be related to an ab-
normal immune response to antigenic trig-
gers, the exact mechanism remains unclear
[2]. PRP has been reported in patients with
hypogammaglobulinemia and furunculosis,
T-lymphocyte abnormalities, lymphocyte
hypersensitivity to superantigens and HIV
infection [3, 4, 5]. PRP has been associated
with Down syndrome, hyperthyroidism, leu-
kemia, and myositis, as well as several au-
toimmune diseases including MG, hypo-
thyroidism, celiac sprue, and vitiligo [6]. MG
is an autoimmune disease characterized by
weakness of striated muscles resulting from
the production of antibodies against acetyc-
holine receptors in the neuromuscular junc-
tion. It is also associated with other auto-
immune diseases such as pemphigus, viti-
ligo, alopecia areata, systemic lupus erythe-
matosus, lichen planus, Sjégren’s synd-
rome, ulcerative colitis, Hashimoto’s thyroi-
ditis, rheumatoid arthritis, hyperthyroidism
and hypothyroidism [7].

MG associated with PRP is rarely reported
in the literature. In 1950, Kierland and Kul-
win found neuromuscular difficulties in 6 of
58 patients with PRP; one had myasthenia
gravis, one had sclerodermatomyositis, and
four had nonspecific generalized muscle we-
akness [8]. In 1965, Waldorfet al. described
a case of vitamin A responsive PRP with MG
[9]. The precise pathological mechanism of
the association between PRP, thymus hyper-
plasia and autoimmune diseases are not
fully understood. The thymus has been sug-
gested to be a possible common origin of au-
toimmune response in this relationship. The
thymus contains myoid cells and Hassall’s
corpuscles, structures similar in appea-
rance to muscle and epidermis, respectively.
Myoid cells contain surface acetylcholine re-
ceptors. Patten et al. explain the etiology of
this syndrome as follows: (i) abnormal im-
munoregulation occurs as a consequence of
thymoma, thymic disease, or thymic insult;
(ii) abnormal T-cell function leads to im-
mune intolerance to squamous epithelium,
cell nuclei, and striated muscle antigens
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found in the Hassall’s corpuscle, and to
myoid cells of the thymus resulting in pro-
duction of autoantibodies to these structures;
and (iii) ultimately, a cross-reactivity of these
antibodies to normal skin and muscle antigen
occurs resulting in an autoimmune disease
[10]. Our cases suggest that exploiting a com-
mon genetic background focusing on the
thymus could control antibodies in PRP and
MG. To our knowledge, our patient is the
third case of PRP associated with MG in the
English literature. Considering this uncom-
mon, but possible association, investigation
of patients with PRP for a neurological di-
sease is plausible.
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