Cartas ao Editor

The majority of ES/ETs are diagnosed during the first
two decades of life!"). The most common soft tissue sites are
the chest wall, lower extremities, and pelvis/hip region. They
are rarely found in the retroperitoneum, upper extremities, or
internal organs(z). Patients often present with a painless mass
or vague abdominal or chest pain, depending on tumor site!".
Muscle weakness can also be the predominant symptom®,

There are certain red flags that should always be considered
in the differential diagnosis of patients with focal neurological
manifestations of myelopathy and radiculopathy. Although rare
and having no specific radiological findings, ES/ET should be
suspected in young adults presenting with a large heterogeneous
mass in the trunk, extremities, or soft tissues™®. In the case pre-
sented here, an MRI finding of a large mass with isointense solid
components on T1- and T2-weighted images, together with ne-
crosis and hemorrhage, facilitated the diagnosis in this intrigu-
ing case. In addition, ES of the retroperitoneum is difficult to
differentiate from other tumors. The retroperitoneal tumors
that can invade the neural foramen and vertebral canal are the
following: ganglioneuroma and ganglioneuroblastoma; neuro-
blastoma in younger patients (mean age, 22 months); leukemia
(chloroma); and lymphoma. Invasion of the renal vein, inferior
vena cava, and liver can be seen in ES, renal cell carcinoma,
and adrenocortical carcinoma. Differentiation aspects that favor
the diagnosis of ES are earlier age of presentation, absence of
metastatic lymphadenopathy, and absence of calcifications. ES

Avaliacao da disfuncao diafragmatica pela ultrassonografia
Ultrasound evaluation of diaphragmatic dysfunction

Sr. Editor,

Paciente do sexo masculino, 49 anos, queixou-se de disp-
neia durante pratica regular de natagdo. Foram realizadas: ra-
diografia do térax, que demonstrou elevacio da hemictpula
diafragmatica direita; prova de funcio respiratéria, que revelou
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Figure 1. A: Axial T2-weighted MRI scan
showing a huge heterogeneous retro-
peritoneal mass (green arrow) with an
isointense intradural component (red
arrow). B: Axial gadolinium contrast-
enhanced T1-weighted image showing
a large mass, with intense peripheral
enhancement and central necrosis (red
arrow), extending through the neural fo-
ramen (yellow arrow).

Figure 2. A: Hematoxylin-eosin staining
(original magpnification, x40) showing
dense cellular proliferation in a diffuse
or vaguely lobular pattern of uniform
round cells, with scanty cytoplasm, ovoid
nuclei with fine chromatin and small nu-
cleoli. Note also the delicate fibrous vas-
cular stroma. B: CD99 (MIC-2) staining
showing strong immunoreactivity of the
cytoplasmic membrane.

tends to be unilateral and does not cross midline®®. The defini-
tive diagnosis can be made only by histopathological analysis.
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distdrbio restritivo leve; e ultrassonografia (US) do diafragma,
que mostrou redu¢do importante da mobilidade do diafragma
direito, sem configurar paralisia.

A US do diafragma tem sido utilizada, sobretudo, em pacien-
tes em terapia intensiva para predicdo de sucesso no desmame
ventilatério!, ajustes nos pardmetros da ventilacdio mecanica,
investigacdo de fraqueza/paralisia diafragmatica no pés-ope-
ratério® e de atrofia diafragmatica apés ventilacio mecanica
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Figura 1. A: US modo-M, durante manobra de respiracao basal. Hemiclpula esquerda. A curva entre chaves representa um tragado normal de mobilidade do
diafragma durante a manobra de respiracao basal. A seta mostra a hemiclpula diafragmatica esquerda acessada pelo modo-B por via subcostal anterior, no plano
obliquo, utilizando-se a janela esplénica. B: US modo-M, durante manobra de respiracao basal. Hemiculpula direita. A curva entre chaves mostra uma importante
reducdo da mobilidade da hemiclpula diafragmatica deste lado. A seta mostra a hemiclpula diafragmatica direita acessada pelo modo-B por via subcostal,
utilizando-se a janela hepatica. C: US modo-M, durante manobra de fungada com a boca fechada (sniff test). Hemiclpula esquerda. A curva entre chaves repre-
senta um tragcado normal de mobilidade do diafragma durante tal manobra. A seta mostra a hemiclpula diafragmatica esquerda acessada pelo modo-B por via
subcostal anterior, no plano obliquo, utilizando-se a janela esplénica. D: US modo-M, durante manobra de fungada com a boca fechada (sniff test). Hemicipula
direita. A curva entre chaves mostra importante redugao da mobilidade da hemicupula diafragmatica deste lado, durante tal manobra. A seta mostra a hemiculpula

diafragmatica direita acessada pelo modo-B por via subcostal, utilizando-se a janela hepéatica.

prolongada®. No presente relato, a espessura do diafragma foi
avaliada pelo modo-B e a mobilidade pelo modo-M, por dois
médicos radiologistas, consensualmente.

No modo-B, as hemicupulas diafragmaticas foram acessa-
das por via intercostal, com transdutor linear multifrequencial
de 7-18 MHz, posicionado no plano longitudinal na linha axilar
anterior, entre o 7°—8° ou 8°-9° espacos intercostais, estando o
paciente em dectibito dorsal®. O local da afericio foi a zona de
aposi¢do do diafragma com a caixa toracica®. O diafragma nor-
mal ¢ visualizado entre duas linhas ecogénicas: a pleura parietal
e a membrana peritoneal'’). Foram realizadas trés medidas da
espessura muscular, durante manobras de inspiragdo e expira-
¢do méximas, calculando-se a média simples para cada manobra.
Durante a inspira¢do hd contragiio e encurtamento das fibras do
diafragma normal, com aumento do volume do ventre muscular
e consequente espessura. Calculou-se a fracio de espessamento
diafragmatico (FED) (espessura inspira¢do — espessura expiracdo
/ espessura expiracdo x 100)%, que quantifica o grau de espes-
samento muscular desde a capacidade residual funcional até a
capacidade pulmonar total, utilizando-se a média das medidas®®.

No modo-M, a hemictpula direita foi acessada por via sub-
costal anterior, no plano obliquo, entre as linhas hemiclavicular
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e axilar anterior, e a hemicupula esquerda por via intercostal,
na linha axilar média, ambas com transdutor convexo de 2—5
MHz, estando o paciente em dectibito dorsal®, Foram adquiri-
das curvas de cinética do diafragma durante trés manobras res-
piratérias: respiracio silenciosa, respiracio profunda e manobra
de fungada (sniff test)®. Para cada manobra, foram obtidas trés
ondas e respectivas amplitudes, calculando-se a média simples
destas afericdes.

As medidas de espessura na inspira¢do e expira¢do maximas
foram, respectivamente, 0,29 cm e 0,22 cm para a hemictpula
direita, e 0,35 ¢cm e 0,20 c¢cm para a hemictpula esquerda. A
FED foi 31% a direita e 73% a esquerda. As medidas da mobili-
dade na hemicupula direita foram 0,57 ¢cm, 2,24 cm e 1,24 cm,
respectivamente, nas manobras de respiracdo basal, inspiracdo
profunda e sniff test, e na hemicupula esquerda foram 4,53 cm
e 3,44 cm, respectivamente, na respiracdo basal e no sniff test
(Figura 1). Houve prejuizo na aferi¢do da mobilidade esquerda
na inspira¢io profunda, provavelmente pelo tamanho reduzido
da janela esplénica.

Foi diagnosticada reducdo importante da mobilidade da he-
mictpula diafragmatica direita. Nao foi observada paralisia dia-
fragmatica, cujos critérios diagnésticos sio FED menor do que
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20% no modo-B™ e presenca de padrio de respiracio paradoxal,
caracterizado por curva abaixo da linha de base no modo-M®. O
paciente segue em acompanhamento sob conduta conservadora,
referindo melhora clinica gradativa.
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Malignant peripheral nerve sheath tumor of the vagus nerve:
an uncommon cause of progressive dyspnea

Dear Editor,

A healthy, nonsmoking, 27-year-old male patient was re-
ferred to our institution for investigation of a three-month
history of progressive dyspnea. He reported that his dyspnea
worsened on physical exertion and significantly limited his daily
activities. He reported no cough, fever, night sweats, or weight
loss; nor did he report any new lumps or masses during the last
three months. Upon skin examination, multiple subcutaneous
nodules and café-au-lait spots were noted, together with bi-
lateral axillary freckles (Figure 1a). Collectively, those clinical
findings met the criteria for a diagnosis of neurofibromatosis,
which was so far undiagnosed. Pulmonary auscultation revealed
diffuse wheezing in the right upper hemithorax. His biochemi-
cal profile was unremarkable. The patient then underwent a
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computed tomography (CT) scan of the chest with intravenous
contrast administration, which revealed a 20-cm right cervico-
thoracic mass presumably arising from the right vagus nerve
(Figures 1b—d). Because of the background of neurofibroma-
tosis, a hypothesis of malignant peripheral nerve sheath tumor
(MPNST) was raised and further confirmed by incisional biopsy
and histological analysis. Given the proximity to vital structures,
the patient was treated with a chemotherapy protocol for soft
tissue sarcomas in an attempt to reduce the tumor bulk preop-
eratively. Because of a poor cellular response and recrudescence
of the respiratory symptoms, the patient was deemed ineligible
for any aggressive interventions.

MPNSTs are exceedingly rare sarcomas in the general pop-
ulation, with a lifetime risk of less than 0.01%. Conversely, in
association with neurofibromatosis, these tumors arise in higher
frequency because of malignant transformation from preexisting
plexiform neurofibromas™. Overall, these tumors are associated

Figure 1. Findings on physical exam-
ination and CT. a: Café-au-lait spots
(curved arrows) and axillary freckles
(arrowhead) upon skin inspection.
b-d: Axial CT scans of the neck (b,d)
and chest (¢,d) showing the MPNST.
Note the heterogeneous enhance-
ment after contrast administration
(b) and the stenosis of the right
main bronchus lumen (¢), which ac-
counts for the auscultation findings.
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