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COEXISTENCE of POLYMYOSITIS WITH EPSDERMOLYSIS BULLOSA SIW!PLEX
(Weber-Cockayne variant): CASE REPORT

POLIMIYOZIT VE EPIDERMOLIZIS BULLOZA SIMPLEX BIRLIKTELIGI
(Veber - Cockayne varyanti): OLGU SUNUMU
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SUMMARY

Polymyositis, characterized with proximal muscle weakness, elevated serum muscle enzymes, myopathic findings on
electromyography and muscle biopsy, is an inlammatory myopathy. Epidermolysis bullosa (EB) is a rare disease wvhich is
characterized with bullae formation. We present a case of polymyositis with coexistence EB in this article.

OzET

Polimiyozit, proksimal kas glicslzliigi, kas enzimlerinde ylikseklik, elektromiyografide ve kas biyopsisinde miyopatik
degisiklikler ile karakterize, inflamatuvar bir miyopatidir. Epidermolizis bulloza (EB) ise, blil olusumuyla karakterize nadir
bir hastaliktir. Burada, polimiyozit ile EB'nin birlikte goriildiigl bir olgu sunulmustur.

INTRODUCTSON

Polymyositis is an autoimmune disease primarily affecting
the muscle fibers and is included within the inflammatory
muscle disorders. Although muscle weakness and
dysphagia are frequent symptoms reflecting the myositis,
skin lesions are also observed. The most frequently
reported skin lesions are pannikulitis, cutaneous
mucinosis, vitiligo and multifocal lipoatrophy (1).

Epidermolysis bullosa (EB) which is characterized by
formation of bullae following mindr trauma of the skin has
three major subgroups: simplex, junctional and
dystrophics. EB simplex which is known to be the most
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common subgroup has an autosomal dominant
inheritance (2). Hereby we present a case of polymyositis
with coexisten? EB simplex.

CASE

A 23-year-old male with a history of bullae formation on
hands and feet since childhood was referred to our clinic
with the complaint of muscle weakness existing for the
last 6 months. The physical examination reveaied a ioss
of muscle strength by 3/5 on upper and lower proximal
muscle groups. There were no accompanying Gottron's
sign or heliotropic rash. Bullous lesions, prominent on the
palmar sides of the hands (Figiire 1) and less on the volar
side of the feet, were outstanding skin findings. The
patient has two healthy siblings (one male, one femaie).
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Figure 1. Bullous lesions on the hand.

Laboratory investigations revealed ESR:32 mm/h, AST:56
UL (5-35 UML), ALT:79 U/L(5-40 UML), Ilactate
dehidrogenase (LDH) 763 U/L (230-460 U/L), creatinin
phoshokinase (CPK) 2734 U/L (24-195) and aldolase 11.9
UL (2-6 U/L). Antinuclear antibody (ANA) was positive in
1/80 titer with speckied pattern. Thyroid and surrenal
functionai tests to rule out other causes of muscle
weakness were within normal limits. Electromyography
(EMG) revealed primary muscle involvement.
Mononuclear celi infiltration, degeneration of muscle fibers
and increase in connective tissue within endomysium and
perimysiurn were the findings of the muscle biopsy
performed afterwards. The patient was diagnosed as
polymyositis with proximal muscie vveakness, increase in
muscle enzymes, and typical electromyographic and
histopathologic findings. Radiologic imaging methods,
such as ultrasonography and computerized tomography
were performed in order to exclude possible coexisting
malignancy.

The diagnosis of EB was confirmed by the skin biopsy,
showing the separation of basal celi layer from basal
membrane. Transmission electron microscopy was
performed to discriminate the EB subgroups. Electron
microscopic findings of the bullous skin specimen
included cytolysis within basal ceils, disorganization of
tonofilaments, degeneration of basal lamina and
hemidesmosomes. EB simplex (Weber-Cockayne variant)
was the final diagnosis confirmed with these further
assays.

Treatment with oral methylprednisolone 1 mg/kg/day was
started besides alendronate 10 mg/day, calcium 1.5 g/day
and calcitriol 0.25 |ig/day because of the decreased bone
density (lomber T score:-3.37, Z score >3.08, femur T
score:-2.36, Z score:-1.91) observed by dual bone
dansitometric study. The patient's osieoporosis was
evaluated as occurred secondary to polymyositis.
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A striking decrease of muscle enyzme levels (CPK:183
U/L, LDH:337 UL, AST:17 UA) and increase in muscle
strength (up to 4/5) were observed after the first two
weeks of the treatment. After the normalization of the
serum muscle enzymes, steroid dose was tapered
gradually and oral methotrexate (MTX) 15 mg/week, was
added to the treatment, with ongoing favorable response.

The patient has been in remission for two years with the
current treatment of MTX 15 mg/week, methyl prednisolon
8 mg/day, anti-osteoporotic treatment and muscle
strength exercises. There hasn't been any change with
the above defined treatment in the skin lesions.

DISCUSSION

Inflammatory myopathies are characterized with proximal
muscle vveakness, elevated serum muscle enzymes,
myopathic findings on EMG, and inflammatory infiltration
and necrosis of the skeletal muscle on muscle biopsy.
The most common inflammatory myopathies are
polymyositis and dermatomyositis.

EB simplex is a rare disease with an incidence of 28.6/10°
(2). The clinical subgroup of EB simplex is also known as
Weber-Cockayne variant. This subgroup is characterized
with painful bullae formation on hands, following minor
trauma or heat, starting from childhood. A minority of
patients experience bullae formation on other sides of the
body as wvell. However, oral mucosa is usually spared.
There hasn't been any satisfactory treatment for EB
simplex. Local treatment agents are suggested in order to
prevent infections.

EB simplex was also reported to accompany muscular
dystrophy (3). These patients usually suffer extensive
bullous lesions, dystrophy of nails and respiratory
problems. Our patient had bullous lesions restricted to
hands and feet, and he had no problems with nails or
respiratory system. Mononuclear celi infiltration observed
on muscle biopsy, ANA positivity and good response to
immunosuppressive treatment were evidences favoring
inflammatory etiology of myositis in our patient.

in literatiire, there are reported connective tissue diseases
like systemic lupus erythematosus and scleroderma with
epidermolysis bullosa (4,5). But, to our knowledge there is
no patient reported with polymyositis accompanied by EB.
This patient is the first reported case of polymyositis
accompanied with EB simplex.
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