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| Abstract

Multiple myeloma is a neoplasm characterized by abnormal and monoclonal
proliferation of plasmacytes in the bone marrow. About 5-10% of patients
develop skin lesions, which can be classified into nonspecific or specific. The
specific impairment is rare and called secondary plasmacytoma of the skin.
Typically, it manifests in the form of erythematous plaques or nodules in the
cephalic segment, upper limbs, or trunk. It may be directly related to an un-
derlying bone lesion or the hematogenous dissemination.

We describe the case of a 50-year-old female patient diagnosed with Lamb-
da light chain multiple myeloma, Durie and Salmon stage IIT A and high risk
IPSS. Despite being on chemotherapeutic treatment, she developed after 11
months of disease onset, medullary compression by plasmacytomas at the
C5-C6-T1 level, manifested with paresis of the upper limbs and plegia of
the lower limbs. In association, she developed erythematous nodules on the
scalp. The histopathological analysis of the skin lesion revealed dense infil-
trate of plasmacytes with nuclear hyperchromasia, forming mantles in the
dermis and hypodermis. The immunohistochemistry indicated compatible
profile with plasmacytoma and the cranial x-ray showed osteolytic lesions,
which established the diagnosis of secondary cutaneous plasmacytoma by
extension of bone lesion. After 5 months of skin affection, the patient died.

We concluded that skin affection tends to occur in patients with multiple
myeloma in late stages of the disease and shows a high tumor load, thereby
leading to the association with a worse prognosis, with survival of few months.

| Resumo

O mieloma multiplo é uma neoplasia, que se caracteriza pela proliferacio
anormal e monoclonal de plasmoécitos na medula éssea. Cerca de 5 a 10 %
dos pacientes desenvolvem lesdes cutaneas, que podem ser classificadas em
inespecificas ou especificas. O comprometimento especifico é raro e deno-
mina-se plasmocitoma cutdneo secundario. Normalmente se manifesta sob
a forma de placas ou nddulos eritematosos no segmento cefélico, membros
superiores ou tronco. Pode estar relacionado a extensdo direta de uma lesdo
Ossea subjacente ou a disseminagdo hematogénica.

Descrevemos o caso de uma paciente de 50 anos, diagnosticada com mie-
loma multiplo secretor de cadeia leve lambda, Durie e Salmon III A e IPSS
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de alto risco. Apesar de estar em tratamento quimioterdpico, apos 11 meses
do inicio do quadro desenvolveu compressdo medular a nivel C5-C6-T1 por
plasmocitomas, manifestando-se com paresia de membros superiores e ple-
gia de membros inferiores. Associado desenvolveu nédulos eritematosos no
couro cabeludo. A andlise histopatoldgica da lesdo cutanea revelou denso
infiltrado de plasmocitos com hipercromasia nuclear, na derme e hipoderme.
A imuno-histoquimica indicou perfil compativel com plasmocitoma e a ra-
diografia de cranio demonstrou lesdes osteoliticas, estabelecendo-se o diag-
nostico de plasmocitoma cutdneo secundario por extensdo de lesdo Ossea.
Apos 5 meses do acometimento cutineo, a paciente evoluiu a dbito.

Concluimos que o comprometimento cutdneo em pacientes com mieloma
multiplo tende a ocorrer em estagios tardios da doenca e demonstra uma
alta carga tumoral, assim associa-se a um pior prognoéstico, com sobrevida

de poucos meses.

| Introduction

Multiple myeloma is a hematologic neoplasm characterized
by abnormal and monoclonal proliferation of plasmocytes
in the bone marrow. The type of monoclonal protein pro-
duced by these plasmocytes is variable, and it may be an
immunoglobulin or an immunoglobulin fragment, detect-
ed at the serum and/or urine. The most common type is the
IgG (52%), followed by IgA (21%), Kappa or Lambda light
chain (16%), IgD (2%), biclonal (2%), and IgM (0.5%). The
non-secretory form represents 6.5% of cases."?

Among the hematologic neoplasms, multiple myelo-
ma accounts for 13% of all cases.? In the United States,
approximately 20,000 new cases are diagnosed each
year, with higher incidence amongst males.*

About 5 to 10% of patients develop a skin lesion, which
may be classified as nonspecific (amyloidosis, plane xan-
thomas, subcorneal pustular dermatosis, leukocytoclas-
tic vasculitis, Sweet’s syndrome, pyoderma gangrenosum,
necrobiotic xanthogranuloma, and scleromyxedema) or
specific (secondary cutaneous plasmacytoma).®’

Here, we describe an uncommon case of secondary
cutaneous plasmacytomas by extension from an under-
lying bone lesion, in a patient with Lambda light chain
secretory multiple myeloma. We evidence the prognos-
tic meaning of this lesion, justifying the importance of
its inclusion in the differential diagnosis.

| Case Report

50-year-old patient, female, caucasian, looked for the
Orthopaedics Service due to lower back pain and sig-
nificant weight loss in six months. During diagnostic
investigation, the following tests were taken: alkaline
phosphatase: 136 U/L; calcium: 10.7 mg/dL; creatinine:
0.66 mg/dL; urea: 34 mg/dL; hemoglobin: 12.8mg/dL;
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albumin: 2,4 g/dL: beta-2 microglobulin:5,5 g/dL; and
lower spine computed tomography: lytic lesions in L1,
L2,L3,L4, L5 and SI.

Biopsy of the patient’s spine was taken, and it showed
slightly differentiated plasmocyte neoplasia and ana-
plasic plasmocytoma with light Lambda chain restric-
tion, as confirmed by immunohistochemistry (CD20
and cytokeratin AE1 / AE3 negative; CD138, CD79a,
MUMI1 and CD56 positive; and Lambda positive in
most neoplastic cells).

From that point on, the patient began to be assisted
by the Hematology Service. Her serum protein elec-
trophoresis did not evidence a monoclonal peak, but
the urine immunofixation showed monoclonal Lambda
protein and her bone marrow examination showed 25%
dysplasic plasmocytes. Thus, the patient was diagnosed
with light Lambda chain secreting multiple myeloma,
Durie and Salmon stage III A and high risk IPSS.

Despite being on chemotherapeutic treatment with
cyclophosphamide, thalidomide and dexamethasone,
after 11 months of symptoms onset, the patient devel-
oped paresis of the upper limbs and plegia of the lower
limbs, due to spinal cord compression at C5-C6-T1. It
was observed that after one month of this neurological
complication, she developed erythematous nodules on
the scalp. The most significant lesion was located in the
right parietal region, with 2.5 cm in its wider diameter
(figure 1). The histopathological analysis of this lesion
revealed dense infiltrate of plasmacytes with nuclear
hyperchromasia, forming mantles; the process accompa-
nies the hair follicles and involves vessels in the dermis
and hypodermis, with the epidermis being preserved
(figures 2 and 3). The immunohistochemistry showed
positive profile for CD138 (diffuse) and Lambda (focal).

By associating these findings with the presence of os-
teolytic lesions in the skull, as observed upon x-rays (fig-
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Figure 1. Erythematous nodule in the right parietal region, with
2.5 cm in its wider diameter.

ure 4), we corroborated the secondary cutaneous plas-
macytoma diagnosis by extension from a bone lesion.
Five months after the skin impairment, the patient died.

| Discussion

Extra-bone plasmacytomas account for 3-5% of plasma-
cytic neoplasms only, with 80% of them occurring in the
pharynx, facial sinuses, or larynx.® Therefore, secondary
cutaneous plasmacytoma is an uncommon form of the

Figure 3. Dense infiltrate of plasmocytes with nuclear hyperchro-
masia in the dermis (H.E., 400X).

disease. It is most commonly associated with multiple my-
eloma with monoclonal peak of IgG (54%), with only 4%
of cases being associated with the secretory form of light
chains, as it is our case.® This lesion may appear anywhere
in the body; however, 49.5% occur on the thorax and 20%
on the head and neck regions, typically in the form of
multiple nodules or erythematous-violaceous plaques.>”*

There are two classic subtypes, with the most com-
monly seen being by direct extension from an underly-
ing lesion, which is similar to our case. The other sub-
type is due to hematogenic dissemination.>*’

Figure 2. a. Histopathology showing a diffuse infiltrate in the dermis and hypodermis (H.E., 40X). b. Cellular infiltrate forming mantles on the
dermis, which follow hair follicles and blood vessels. Note that the epidermis and the papillary dermis are preserved (H.E., 100X).
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Figure 4. a. X-ray latero-lateral incidence of the skull, revealing radiolucent areas that represent the osteolytic lesions (yellow arrows). The
red arrow shows the osteolytic lesion in the topography underlying the most significant skin nodule, suggesting the lesion origin. b. X-ray
postero-anterior incidence of the skull, evidencing several osteolytic lesions (yellow arrows).

The diagnosis of this complication, regardless the sub-
type, tends to occur in late stages of the disease and show
high tumor load, with an estimated tumor mass of 2 to 3
Kg.® According to Durie and Salmon classification sys-
tem, stage III has a tumor load > 1.2 X 10'* m* and global
survival median is 52.1 months.? However, the presence
of cutaneous infiltration is correlated with a more ag-
gressive clinical systemic course and suggests a poorer
prognosis, in which the mean survival is 12 months, no
matter the staging and the established therapy.?

Cytogenetic analysis studies showed higher preva-
lence of 13q, 11q and rb-1 deletion in aggressive clini-
cal cases, including extra-medullary affection.®%

We concluded that skin affection tends to occur in
patients with multiple myeloma in late stages of the dis-
ease and shows a high tumor load, thereby leading to
the association with a worse prognosis, with survival of
few months. Our patient had a 5-month survival after
developing the skin lesion, which reflects the aggres-
sive nature of the disease.
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