RELATO DE CASO

Tumor Neuroectodérmico
Primitivo de Vulva

C.B.S, feminino, 36 anos, procurou servi¢o de oncologia com
dor em regiao pélvica, ha trés meses, com piora progressiva,
associada a lesdo extensa e hemorrdgica em vulva, com histéria de
crescimento rdpido nesse periodo. Ao exame, apresentou em
regiao perineal e vulva, massa dolorosa, medindo 20 x 13 cm,
vegetante, heterogénea, com necrose central e odor fétido.
Apresentava linfonodos aumentados, em regido inguinal esquerda,
medindo dois centimetros de didmetro. Foi feita coleta de material
do grande 1abio esquerdo e envio para exame anatomopatolégico
e imunohistoquimico; o primeiro evidenciando neoplasia nodular
esbranquicada e de aspecto necrético, parcialmente recoberta por
pele pardo-clara e rugosa. Neoplasia maligna indiferenciada, com
extensas areas de necrose e freqiientes €mbolos neopldsicos
linfaticos, constituida por intimeras figuras mitéticas e pela
proliferagdo difusa de células pequenas, com escassos citoplasmas
proeminentes, ntcleos de contornos irregulares, nucléolos
proeminentes e eosinofilicos. Na imunohistoquimica, houve
positividade para CD 99, 35BH11 e vimentina; e negatividade para
enolase e proteina S-100. Diagndstico de Tumor Neuroectodérmico
Primitivo (PNET). A paciente evoluiu irresponsiva aos quatro
ciclos quimioterapia, apresentando entre estes, neutropenia febril.
O Tumor Neuroectodérmico Primitivo é uma modalidade de
neoplasia maligna rara, em sua maioria caracterizada
microscopicamente por células pequenas, redondas e azuis, e pela
presenca das rosetas de Homer-Wright - indicativo de
diferenciagdo neural. Aproximadamente 95% dos casos de PNET
apresentam ao exame citogenético uma translocagdo reciproca
11;22 (q24; q12), que resulta na fusdo do éxon 7 do gene EWS
(Sarcoma de Ewing) com o éxon 6 do FLI, 0o que aumenta a
expressao de c-myc (1). Os PNETs sdo hipoteticamente tumores
derivados da crista neural (2). Foram relatados seis casos na
literatura internacional de PNET em vulva, o primeiro em 1994,
em uma menina de 10 anos (3). A prevaléncias dos PNETs é maior
no sexo masculino e raca branca, sendo mais freqiiente na
segunda década de vida, raro antes dos 5 e apds os 40 anos. Estas
neoplasias aparecem com mais freqiiéncia em osso, seguida de
partes moles, cavidade abdominal, pulmao, térax, coluna vertebral
e sistema nervoso central. Revisando a literatura, conclui-se que
esse é o primeiro relato de Tumor Neuroectodérmico Primitivo em
vulva no Brasil. No presente caso, a paciente apresentou doenga
locorregional avangada, com morbidade grande, porém com
auséncia de metdstases a tomografias de térax e abdome. O
avanco das técnicas de imunoistoquimica subsidiard a deteccao de
novos casos de tumores raros como o PNET A técnica da
Imunoperoxidase (ABC) consiste em definir o grau de diferenciacao
neuroectodérmico, a partir dos marcadores principais: Vimentina,
proteina S-100 e CD-99 (4). O diagnéstico diferencial dos PNETs
deve ser feito com outras afeccoes: Linfomas, rabdomiossarcoma
alveolar e embriondrio, sarcomas indiferenciados de células
redondas e neuroblastoma. O tratamento dos PNET consiste em
cirurgia, radioterapia e quimioterapia (5). No caso, efetuou-se
suspensdo da quimioterapia, tentativa da radioterapia de resgate,
mas a paciente foi a ébito, apresentando, portanto, sobrevida de
quatro meses.
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Figura 1. Volumoso tumor exofitico em vulva com comprome-
timento linfonodal
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Primitive Neuroectodermal

Tumor in Vulva

C.B.S, female, 36 years, sought oncology's service
presenting pain in pelvic region, for three months, with gradual
worsening, associated with extensive and hemorrhagic injury in
vulva, with case report of fast growth in this period. To the
examination, it was presented in perineal region and vulva, a
painful mass, measuring 20 x 13 cm, vegetating, heterogeneous,
with central necrosis and fetid odor. It presented increased
lymphonodes, in left inguinal region, measuring two centimeters
of diameter. Collection of material was made of left labia majora
and sent to anatomopathological and immunohistochemical
examination; the first evidencing white and nodular neoplasm,
with necrotic aspect, partially re-covered by medium brown-clear
and wrinkled skin. Malignant undifferentiated neoplasia, with
extensive areas of necrosis and frequent lymphatic neoplasics
pistons, consisting of innumerable mitotic figures and the diffuse
proliferation of small cells, with scarce prominent cytoplasms,
nuclei of irregular contours, prominent and eosinophilic nucleolus.
In the immunohistochemical, it had positivity for CD 99, 35BH11
and vimentin; negativity for enolase and S-100 protein. Diagnosis:
Primitive Neuroectodermal Tumor (PNET). The patient unanswered
to four cycles chemotherapy, presenting, fever and severe
neutropeny. Primitive Neuroectodermal Tumor is a modality of rare
malignant neoplasm, in majority characterized microscopically by
small, round and blue cells, and by presence of rosettes of Homer-
Wright - indicative of neural differentiation. Over 95% of the cases
of PNET show on cytogenetic examination reciprocal translocation
11;22 (q24;q12), which results in fusion of the exon 7 of EWS
(Ewing’s sarcoma) gene with exon 6 of FLI, increasing the
expression of c-myc. The PNETs are hypothetically tumors derived
from neural crest (2). Six cases in the international literature of
PNET in vulva had been reported, the first one in 1994, in a 10
year old girl (3). The prevalences of the PNETs are biggest in males
and caucasians, and more frequent in the second decade of life,
rare before 5 and after 40 years. These neoplasms appear with
largest frequency in bones, followed by soft parts, abdominal
cavity, lung, thorax, spine and central nervous system. Reviewing
the literature we conclude that this case is the first case reported
of Primitive Neuroectodermal Tumor in vulva in Brazil. In this
mentioned case, the patient presented advanced locoregional
illness, with great morbity, however without metastasis to the CT
scans of thorax and abdome. The advance of the immunohistochemical
techniques will subsidize the detection of new cases of rare tumors
as the PNET The technique of the Immunoperoxidase (ABC)
consists to defining the neuroectodermal degree of differentiation,
from the main markers: Vimentin, protein S-100 and CD-99 (4).
The distinguishing diagnosis of the PNETs must be made with other
diseases: lymphomas, alveolar and embryonic rhabdomiossarcoma,
undifferentiated sarcomas of round cells and neuroblastomas. The
treatment of PNET consists of surgery, radiotherapy and
chemotherapy (5). In this case, we suspended the chemotherapy,
and attempting rescuing radiotherapy, but the patient survived
four months.
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Fig.1. Exofitic tumor in vulva.
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