Letters to the Editor

Peripheral primitive neuroectodermal tumor of chest wall in young
adult

Dear Editor,

A 27-year old man attended the health unit complaining of
thoracolumbar pain radiating to the anterior region of his right
hemithorax. Computed tomography (CT) identified the presence
of a spindle-shaped mass on the anterolateral wall of the right
hemithorax, with an osteolytic lesion in the costal arch. No sign of
distant metastasis was found. Percutaneous biopsy, histopatho-
logical and immunohistochemical analyses were performed, with
diagnosis of primary neuroectodermal tumor (PNET).

Within one month, a remarkable growth of the lesion was
observed, with local dissemination to the pleura and onset of dis-
tant metastasis, particularly in the axial skeleton, affecting sev-
eral bone elements. Neoadjuvant chemotherapy was initiated and
50% reduction in tumor volume was demonstrated at magnetic
resonance imaging (MRI). Wide surgical resection was performed
with placement of a Marlex mesh for the chest wall reconstruc-
tion. Adjuvant chemotherapy was reinitiated after the surgery.
Eight months after the disease onset, the clinical condition pre-
sented unfavorable progression with onset of innumerable meta-
static pleural lesions and progressive lower limbs paresthesia and
paresis. Also, the onset of new bone metastases invading thora-
columbar and sacral vertebral bodies was observed, with paraple-
gia resulting from rachidian canal invasion. The patient was ad-
mitted with cachexia, dyspnea while talking and difficult-to-con-
trol chest pain, and progressed to death.

Chest imaging evaluation has been the subject of a series
of recent publications in the Brazilian radiological literature'=").
Peripheral PNETs are extremely malignant tumors and bones
and soft tissues are their primary sites. Most frequently, such

Figure 1. Axial CT section (A) demonstrat-
ing the presence of a spindle-shaped mass
on the anterolateral wall of the right hemitho-
rax, with an osteolytic lesion in costal arch,
invading muscle and fat planes, with ho-
molateral pleural effusion. CT images ac-
quired eight months after the disease on-
set (B) showing innumerable pleural, nodu-
lar lesions compatible with metastases.
Also, observe the Marlex mesh placed on
the right chest wall. Chest MRI, axial T2-
weighted image (C), without fat suppres-
sion, demonstrating pleural thickening and
nodular lesions with involvement of the
posterior thoracic wall at right. Dorsal spine
MRI, sagittal T2-weighted turbo spin-echo
image (D) without fat suppression identify-
ing several sparse hyperintense ovoid le-
sions throughout vertebral bodies in the
posterior epidural space at the D6 level.
The findings are compatible with metastatic
lesions.
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tumors affect the chest wall, paravertebral region, pelvis and
limbs, and also are described in a range of organs such as kid-
neys, urinary bladder and heart®. PNET of the chest wall may
affect the ribs, sternum, scapula, clavicle and soft tissues of the
chest wall and pleura®. Frequently, these tumors affect children
and adolescents, with incidence peak between 15 and 25 years.
About 80% of patients are under the age of 20 at the moment of
the diagnosis?.

The common presentation of chest wall PNETs is chest pain
followed by increase in local volume and/or mass sensitive to pal-
pation, and dyspnea. Pleural effusion is observed in cases where
such tumors affect the pleura. Distant metastases occur in lungs,
bones, bone marrow, liver and brain'?. The PNET prognosis is
related with adjacent structures invasion. About 30% of patients
present with metastasis at the moment of the diagnosis!'?.

CT findings include ill-defined heterogeneous mass, some-
times with a necrotic center. Generally, calcifications are not ob-
served!?, At MRI, a PNET may present as a hyperintense homo-
geneous lesion as compared with muscle tissues on T1- and T2-
weighted sequences'?. There is no pathognomonic finding ca-
pable of differentiating PNET from other chest-wall neoplasms.
The treatment includes complete and wide surgical resection,
preoperative neoadjuvant and postoperative adjuvant chemo-
therapy, either with or without radiotherapy.

Finally, PNET should be included in the differential diag-
nosis of chest wall tumors, particularly in children and adoles-
cents, although isolated cases have been described in patients
of all ages.
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Melorheostosis

Dear Editor,

A female, 27-year-old patient attended the health unit com-
plaining of pain in her left upper limb for six months. The patient
denied trauma or fever. Physical examination revealed increased
limb volume, skin hardening, with no flogistic sign. Laboratory
tests did not demonstrate any significant alteration.

Plain radiography of the affected limb and hip demonstrated
alterations typical of melorheostosis, such as unilateral cortical
hyperostosis along the bone axis resembling “melted candle wax”
involving only one body segment (left hemibody) and extending
from the humerus up to the hand bones (Figure 1). Similar alter-
ations were also observed in the iliac bone at left (Figure 2)

Figure 1. Radiographic images of left arm (A), forearm and hand (B) demonstrat-
ing cortical hyperostosis along the bone axis resembling “melted candle wax”
(arrows).

60

mour in a young male mimicking massive pleural effusion. Lung India.
2012;29:66-9.
10. Biswas B, Agarwal AS, Shukla NK, et al. Evaluation of outcome and

prognostic factors in thoracic primitive neuroectodermal tumor: a study
of 84 cases. Ann Thorac Surg. 2013;96:2006—-14.

11. Parikh M, Samujh R, Kanojia RP, et al. Peripheral primitive neuroec-
todermal tumor of chest wall in childhood: clinico-pathological signifi-

cance, management and literature review. Chang Gung Med J. 2011;
34:213-7.

12. Shi L, Guo Z, Wu X. Primary pulmonary primitive neuroectodermal
tumor metastasis to the pancreas: a rare case with seven-year follow-up.
Diagn Pathol. 2013;8:51.

Gilmar Moreira Silva Junior®, Glaucia Maria Ribeiro Zanetti?,
Jorge Luiz Barillo®, Edson Marchiori?

1. Lumic - Radiology, Petropolis, RJ, Brasil. 2. Universidade Federal do Rio
de Janeiro (UFRJ), Rio de Janeiro, RJ, Brasil. 3. Universidade Federal Flu-
minense (UFF), Niter6i, RJ, Brasil. Mailing Address: Dr. Edson Marchiori.
Rua Thomaz Cameron, 438, Valparaiso. Petropolis, RJ, Brazil, 25685-120.
E-mail: edmarchiori@gmail.com.

http://dx.doi.org/10.1590/0100-3984.2014.0019

Melorheostosis is a rare sclerosing disease of unknown etiol-
ogy characterized by involvement of, particularly, long bones and
adjacent soft tissues. It has a peculiar radiological characteristic,
i.e. cortical thickening resembling “melted candle wax”1~?. Both
female and male individuals are equally affected. The disease onset
may occur at any age, but in 50% of cases it occurs before the
age of 20V,

Although it is a benign disease, it may bring clinically sig-
nificant morbidity to patients. Initially it may be asymptomatic,
but the association between bone sclerosis and tissue fibrosis leads
to shortening of limbs, bone deformity and joints stiffness, gradu-
ally progressing to intense pain and functional incapacity of the
affected limb.

Bone cortical thickening is the main pathological alteration,
with both mature and immature components, thickened bone tra-
beculae and increased osteoblastic activity»»*% | that may extend
to joints. It is common to observe involvement of adjacent soft
tissues, with development of fibrotic, bone, cartilaginous and vas-
cular tissues.

The disease distribution is peculiar and typically affects only
one side of the body, and may be either mono- or polyostotic, in

Figure 2. Radiographic image of hip shows iliac and sacrum hyperostosis (ar-
row), at left, with the same finding observed in the upper limb of the patient.
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