CASE REPORT

Renal cell carcinoma and amyopathic dermatomyositis
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Amyopathic dermatomyositis (dermatomyositis siné myositis) is a
rare disorder with cutaneous lesions identical to those of clas-
sic dermatomyositis, but with no clinical evidence of myopathy.
Association with malignancy has been suggested in a number of
reports. We report the case of a 69-year-old man with a recent
diagnosis of amyopathic dermatomyositis, who presented to the
urology service with hematuria. Investigations revealed a 5.8-
cm renal cell carcinoma and the patient underwent left radical
nephrectomy without complication. To our knowledge, an associa-
tion with renal cell carcinoma and amyopathic dermatomyositis
has not been previously described.

Introduction

Dermatomyositis (DM) is described as both a progressive
primary inflammatory myopathy and an idiopathic micro-
angiopathic disorder."” DM is believed to be marked by
immune-mediated chronic inflammation resulting in sym-
metrical proximal muscle weakness and a distinctive skin
rash.>* The primary skin change is a confluent or patchy mac-
ular violaceous erythema, as well as pruritus.® Characteristic
skin manifestations include heliotrope rash, periungual tel-
angiectasia, edema, and facial erythema, with the hallmark
being Gottron’s papules — scaling, erythematous eruptions
over the knuckles and other extensor surfaces.>> Amyopathic
dermatomyositis (ADM), first coined by Pearson in 1963, is a
rare but well-recognized clinical subtype of DM, constituting
2% to 18% of patients with this disease.® Diagnostic crite-
ria for ADM are cutaneous lesions and skin biopsy results
indistinguishable from DM, but with no clinical evidence of
proximal muscle weakness or serum muscle enzyme abnor-
malities for at least 6 months.>*7

The association between internal malignancy and DM has
been reported, with reports as high as 60%.° Carcinomas
can affect almost any organ system, however in DM they
predominantly involve the reproductive organs, pulmonary
system, and gastrointestinal tract.>*%° A similar associa-
tion has been demonstrated with ADM although it remains
controversial with interstitial lung disease being the main-
stay.2*8° A detailed literature search revealed no cases of
renal cell carcinoma associated with ADM. We report a case
of renal cell carcinoma associated with ADM in a 69-year-
old man who presented with hematuria.

Case report

A 69-year-old man presented to the dermatology service with
erythematous papules on the dorsum of both hands and a
rash over the face and eyelids. Although less symptomatic, the
patient described similar lesions occurring frequently over the
past 15 years. His medical history was significant for hyper-
tension, osteoporosis, and symptoms of gastroesophageal
reflux disease without dysphagia. Musculoskeletal examina-
tion was completely normal. Punch biopsy of the hand lesions
revealed cellular changes consistent with dermatomyositis
(DM). The patient was referred to a rheumatologist for fur-
ther investigation. Routine laboratory tests, including CPK,
ANA, anti-ENA, protein electrophoresis, and urinalysis, were
normal. Pulmonary function tests were unremarkable and an
electromyographic study was negative for myopathy.

A few weeks later his rash worsened and Gottron’s nod-
ules were identified on the metacarpophalangeal and proxi-
mal interphalangeal joints of both hands. The patient was
treated with a 3-month tapering course of the corticosteroid
prednisone and the antimalarial agent hydroxychloroquine.
His condition improved, and after 9 months of investigations
and treatment with no clinical or laboratory evidence of
muscle involvement, a clinical diagnosis of ADM was made.

Two months later, the patient presented to the urology
service with a 2-week history of painless, gross hematuria
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with spontaneous resolution. The patient was a non-smoker
with no history of renal disease. Laboratory investigations
were all within normal range, except for mild microcytosis.
Urine microscopy revealed 5-10 RBC/hpf. Ultrasound of the
abdomen and pelvis revealed a 5.8-cm diameter isoechoic
mass in the upper pole of the left kidney. The patient was
referred for computed tomography (CT) of the abdomen
and pelvis as well as a bone scan, chest X-ray, and serum
liver function tests. The CT scan showed a 4.7 x 5.8-cm
mass arising from the upper pole of the left kidney with no
synchronous lesion or evidence of spread outside Gerota’s
fascia; however, the tumour extended along the left renal
vein. All other investigations were normal.

With no contraindications to surgery, the patient under-
went an uncomplicated left radical nephrectomy. The renal
vein thrombus was removed entirely with the specimen and
there was no tumour spillage or violation of Gerota’s fas-
cia. Pathologic examination showed a clear cell carcinoma
(Fuhrman grade 3/4) with all margins negative for malig-
nancy. The adrenal gland and peri-aortic lymph nodes taken
for sampling were also negative for malignancy.

The patient did well postoperatively and was followed in
the outpatient clinics by both the urology and rheumatology
departments. The patient is currently feeling well with no
evidence of malignancy, myopathy, and resolution of his
cutaneous ADM lesions.

Discussion

ADM is a rare disease, with an incidence of only 2% to 18%
that of classic DM (higher in the Asian population).>¢ It has a

Fig. 1. Cutaneous dermatomyositis is depicted as a patchy, macular, violaceous
erythema classically displaying a livedo or reticulated array. This cutaneous
change predominantly occurs over the upper thighs, and lateral aspect of the
hips and has such been designated as the holster sign. (From “Sontheimer

RD. Dermatomyositis: an overview of recent progress with emphasis

on dermatologic aspects. Dermatol Clin 2002;20:387-408. Reprinted with
permission.)

RCC and amyopathic dermatomyositis

3:1 female preponderance, and most cases do not progress
to myopathy or a diagnosis of DM.*® An association with
malignancy similar to that of classic DM has been described
in the literature 34689

The exact relationship between malignancy and ADM
and DM has yet to be demonstrated. Confounding factors
include the lack of a formal classification for ADM, varia-
tions in the timing of ADM diagnosis relative to the detection
of cancer, and the effects of medical therapy.?*

One theory is that DM and ADM represent paraneoplastic
syndromes, where factors from a pre-existing tumour trigger
an inflammatory or immune-mediated response leading to
cutaneous manifestations, with or without the myopathy.”
However, this theory is controversial for several reasons,
including the fact that a diagnosis of ADM often predates
the detection of any malignancy.

In this case, the patient exhibited absolutely no signs or
symptoms of renal cell carcinoma when he presented to a
dermatologist with a symptomatic rash. Initially, a working
diagnosis of DM was made based on hallmark cutaneous
lesions and biopsies consistent with classic DM. However,
the final diagnosis was changed to ADM 9 months later after
all investigations failed to reveal any evidence of muscle
involvement. A focused evaluation for malignancy was not
performed. We hypothesize that an undetected renal cell
carcinoma may have been present for some time prior to the
development of symptomatic skin lesions. The progression
of this tumour, by virtue of its natural history or perhaps the
medical treatment of the cutaneous lesions, may have led to
the development of ADM as a paraneoplastic phenomenon.

Fig. 2. Section of a skin biopsy consistent with the histologic signs of
dermatomyositis. Edema, telangiectases, a moderate polymorphic inflammatory
infiltrate, and melanin clumps are noted in the dermis. (From “Saoud B, Allali F,
Hassouni NH. Amyopathic Dermatomyositis. Joint Bone Spine 2006;73(3):318-20.
Reprinted with permission.)
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Several studies have associated internal malignancies
with both DM and ADM. Though the exact relationship
is unknown, these entities may represent paraneoplastic
syndromes. We recommend a high index of suspicion for
malignancy, with consideration specifically to renal cell
carcinoma, in patients who present with ADM.
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