Dermatomyositis as a paraneoplastic syndrome of malignant
melanoma or incidental coexistence?

Dermatomyositis — zesp6t paraneoplastyczny czerniaka ztosliwego
czy przypadkowe wspétistnienie?

Magdalena Krajewska', Hanna Bartosik', Wojciech Krajewski?, Agnieszka Hator?, Marian Klinger!

'Department of Nephrology, Wroclaw Medical University, Wroclaw, Poland
?Department of Urology, Wroclaw Medical University, Wroclaw, Poland
3Department of Pathomorphology, Wroclaw Medical University, Wroclaw, Poland

Przegl Dermatol 2016, 103, 285-288
DOI: 10.5114/dr2016.61776

KEY WORDS:
dermatomyositis, paraneoplastic
syndrome, malignant melanoma.

StOWA KLUCZOWE:
zapalenie skérno-miesniowe,
zesp6l paranowotworowy,
czerniak.

ADDRESS FOR CORRESPONDENCE:

Wojciech Krajewski
Department of Urology
Wroclaw Medical University
213 Borowska St

50-556 Wroclaw, Poland
phone: +48 71 733 10 10
e-mail: wk@softstar.pl

Przeglad Dermatologiczny 2016/4

ABSTRACT

Introduction. Dermatomyositis is a rare systemic disease of connective
tissue characterized by inflammation of the muscles and the skin. Ma-
lignant melanoma is a cancer that begins in melanocytes in the skin,
mucosa of the rectum, intestine, oral cavity, external genitalia or in the
eyeball.

Objective. Presentation of a patient with dermatomyositis as a possible
paraneoplastic syndrome of malignant melanoma.

Case report. We present a case of a 56-year-old woman who was re-
ferred to us due to erythematous skin lesions on the limbs, face, neck
and upper chest. The patient also complained of progressive muscle
pain and weakness of the shoulder and pelvic girdle as well as of dys-
phagia. The patient had a small ulcerative lesion on the right foot that
was removed. Histopathological evaluation revealed malignant mela-
noma cells, which were also present in the sentinel lymph node.

Conclusions. Screening in dermatomyositis patients should also be fo-
cused on melanoma, especially in cases with negative antibodies.

STRESZCZENIE

Wprowadzenie. Zapalenie skérno-miesniowe jest rzadka choroba
ukladowaq tkanki Iacznej, charakteryzujaca sie zapaleniem mieéni i sko-
ry. Czerniak zlosliwy jest nowotworem powstajacym z melanocytow
zlokalizowanych w skérze, blonie §luzowej jelita, odbytnicy, jamy ust-
nej, zewnetrznych narzadach plciowych lub galce ocznej.

Cel pracy. Przedstawienie przypadku zapalenia skérno-miesniowego
wspolistniejacego z czerniakiem, poniewaz zapalenie skérno-mieénio-
we jako zesp6l paraneoplastyczny towarzyszacy czerniakowi ztosliwe-
mu jest sporadycznie zglaszane.

Opis przypadku. Przedstawiamy przypadek 56-letniej kobiety, ktéra
zglosila sie z powodu rumieniowatych zmian skérnych na koriczynach,
twarzy, szyii dekolcie. Pacjentka skarzyla sie takze na postepujace osta-
bienie, b6l mieéni obreczy barkowej i biodrowej oraz na dysfagie. Ba-
danie fizykalne ujawnilo, Ze pacjentka miata niewielka, niegojaca sie,
wrzodziejacg zmiane na prawej stopie, ktéra zostala nastepnie usunie-
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ta. Ocena histopatologiczna wykazata obecnoéé¢ komorek czerniaka,
ktore stwierdzono réwniez w wartowniczym wezle chfonnym.

Whioski. Diagnostyka u pacjentéw z objawami zapalenia skérno-mies-
niowego powinna uwzgledni¢ réwniez czerniaka, zwlaszcza u pacjen-
tow z negatywnymi mianami przeciwciatl.

INTRODUCTION

Dermatomyositis (DM) is a rare systemic disease
of connective tissue characterized by inflammation
of the muscles and the skin. The disease can also af-
fect the heart, lungs and blood vessels. The patho-
genesis is unknown, but it is believed that DM is
caused by autoimmunological phenomena in genet-
ically predisposed people who are exposed to exter-
nal factors (e.g. infection). Symptoms of DM include
general symptoms (weakness, fever), muscle man-
ifestation (symmetric weakening of shoulder and
pelvic girdle and head and neck muscles), cutaneous
lesions (heliotrope rash, erythematous lesions on the
back, shoulders and upper chest and Gottron pap-
ules), heart damage, lung changes (interstitial lung
disease) and intestinal motility disorders. In DM
treatment a combination of glucocorticosteroids and
immunosuppressive drugs is used [1].

Malignant melanoma (MM) is a malignant tumor
that begins in melanocytes localized in the skin, mu-
cosa of rectum, intestine, oral cavity, external geni-
talia or in the eyeball. It is more common in light-
skinned, blue-eyed females and frequently develops
from dysplastic skin lesions. Malignant melanoma
has the form of heterogeneous nodules of various
color (from burgundy to black, but colorless lesions
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are also possible) with possible ulceration. Malignant
melanoma metastasizes by blood and lymph vessels
into lymph nodes, liver, lungs, brain and bones. Ma-
lignant melanoma is generally treated by surgery
with lymphadenectomy. Chemotherapy and radio-
therapy have limited importance [2]. In the available
literature only a few cases of coexisting dermatomy-
ositis and malignant melanoma can be found.

OBJECTIVE

Presentation of a case of a 56-year-old woman
with DM and possibly associated MM.

CASE REPORT

In August 2013, a 56-year-old hypertensive wom-
an was referred to a rheumatology department due
to erythematous skin lesions of the limbs, face, neck
and upper chest. The patient complained of progres-
sive muscle pain and weakness of the shoulder and
pelvic girdle as well as dysphagia.

A small, painless ulcer on the outer edge of the
right foot in the area of the fifth metatarsal bone was
also noted. It was approximately 1 cm wide with
smooth edges, without discoloration, covered with
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Figure 1. Abdominal subcutaneous fatty tissue biopsy specimen. A —H + E staining with minimal eosinophilic extracellular material accu-

mulation. B — Immunohistochemical staining for amyloid A antibody

Rycina |. Bioptat podskdrnej tkanki ttuszczowej powfok brzusznych. A —

Barwienie H + E z niewielkim odkfadaniem sie zewngtrzkomdrkowo

materiafu kwasochfonnego. B — Barwienie immunohistochemiczne na obecnos¢ amyloidu A
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granulomatous tissue on the sides and bottom. The
surrounding area was unchanged.

Laboratory studies revealed increased levels of
C-reactive protein (CRP, 17.16 mg/l), creatinine
kinaze (CK, 12509 U/l), lactate dehydrogenase
(LDH, 531 U/1), glutamic oxaloacetic transaminase
(GOT, 81 U/1]) and glutamic pyruvic transaminase

(GPT, 70 U/1). Skin and muscle biopsy and electro-
myography examination confirmed the diagnosis
of DM. There was no evidence of immune disease
activity (nRNP/Sm, Sm, SS-A, Ro-52, SS-B, Scl-70,
PM-Scl, Jo-1, CENP B, PCNA, dsDNA, nucleosomes,
histones, ribosomal P-proteins, AMA M2 antibodies
and rheumatoid factor were negative; total hemolyt-
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Figure 2. Advanced malignant melanoma with massive ulceration (A), epidermis invasion (B), deep dermal invasion (C), nest of highly
pigmented melanoma cells (D), immunohistochemical reactivity of melan A (E), immunohistochemical reactivity of HMB45 (F)

Rycina 2. Zaawansowany czerniak ztosliwy z masywnym owrzodzeniem (A), inwazja naskérka (B), gtebokie naciekanie skory wiasciwej (C),
gniazda silnie pigmentowanych komdrek czerniakowych (D), dodatnia reakcja immunohistochemiczna na obecnos¢ melanu A (E), dodatnia

reakcja immunohistochemiczna na obecnosc¢ HMB45 (F)
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ic complement activity C3 and C4 serum levels were
in the normal range; cCANCA and pANCA antibodies
were negative). Oral corticosteroids (prednisone: 40-
60 mg/day), as well as pulses of methylprednisolone
(total dose of 3 g) were administered with no im-
provement. An attempt to apply methotrexate was
unsuccessful owing to severe anemization and in-
tolerance symptoms. Extensive neoplastic screening
(gastroscopy, colonoscopy with excision of a polyp,
ultrasound of abdomen, X-ray of thorax, gynecolog-
ical, ophthalmological and laryngological examina-
tion, tumor markers) was conducted, but it did not
reveal any abnormalities.

In November 2013, due to numerous losses of
consciousness evoked by bradyarrhythmia episodes,
heart damage associated with DM was diagnosed and
a cardiac pacemaker was implanted. Despite admin-
istered corticosteroid treatment, pain and skin lesions
persisted (CK: 90 U/1). The therapy was continued
(methylprednisolone: 48 mg/ day) and cyclosporine A
(CsA) (150 mg/day) was introduced. In March 2014
the dosage of methylprednisolone was gradually re-
duced to the target of 32 mg/day and CsA was main-
tained at the previous dose of 150 mg/day.

During the next follow-up visit in July 2014 pro-
teinuria (0.9 g/day) with reduction in total serum
protein (5.8 g/dl) was found and a biopsy of fatty
tissue demonstrated amyloidosis (Fig. 1); therefore
the patient was referred to the nephrology depart-
ment. At admission erythematous skin lesions were
intensified and muscle pain made the patient unable
to walk. No lymphadenopathy or hepatosplenomeg-
aly was noted. Immunological tests were still nega-
tive except for an antinuclear antibodies titer of 320.
Therefore it was decided to discontinue CsA, reduce
the steroid dose and repeat neoplastic screening.
Bone marrow biopsy was also conducted, but no
pathological changes were found.

Due to the fact that the small ulcer located on
the skin of the right foot had not healed for several
months, surgical treatment was chosen. The 1.5 cm
ulceration was surgically removed, and melanoma
malignum pT3b, Clarke IV, Breslow thickness of
2.2 mm was found (Fig. 2). Biopsy of the sentinel
lymph node revealed melanoma cells. Popliteal
lymph nodes were free from MM.

The patient was transferred for further oncologi-
cal treatment.

DISCUSSION

The coincidence of malignant neoplasms with DM
is well known. More than 25% of DM cases are as-
sociated with tumors, such as lung, prostate, breast,
ovarian and stomach cancer. Nevertheless, the mech-
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anism by which malignant tumors influence the
pathogenesis of DM is not certain [3].

Malignant melanoma is a common tumor, but the
association of MM with DM is described in the avail-
able literature only 25 times [4, 5]. Symptoms of DM
in the course of MM appear before, simultaneously
or after MM diagnosis [6].

Reports refer mainly to women with cutaneous
and muscle involvement. The majority of the cases
published to date show that the DM appeared at
a late tumor stage. Eighty-nine percent of patients
with MM were in stage III or stage IV, and only 11%
were in stages I-II [4]. In our patient an advanced
stage of MM was found too.

It is shown in the literature that dermatomyositis
can indicate progression of MM with metastases to
lymph nodes or distant organs [7].

It was also proven that if MM is in stage III, coex-
istence of DM does not worsen the prognosis, unlike
in stage IV, when comorbidity of MM gives a poorer
prognosis [7]. On the basis of available literature and
the present case, it is not possible to ascertain wheth-
er the relationship between MM and DM has a caus-
ative character. However, this should focus screen-
ing and also increase attention on MM, which in less
advanced stages can be difficult to detect, especially
in cases with negative antibodjies.
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