She had undergone an electromyography, which showed re-
duced motor conduction velocity, reduced compound mo-
tor action potential amplitudes and absent sensory nerve
action potentials.

DISCUSSION

This disorder is a progressive sensorimotor neuropathy.
The sympathetic autonomic dysfunction is considered the
cause of the majority of the clinical manifestations*®:

- Episodes of dysautonomic crises, characterized by nau-
sea, vomiting and symptoms of sympathetic storm (irri-
tability, tachycardia, hypertension, facial flushing, bron-
chorrhea and diminished oral coordination leading to
swallowing and speech dysfunction);

- Additional autonomic symptoms include orthostatic hy-
potension, excessive salivation, gastrointestinal motility
dysfunction, bladder dysfunction, decreased or absent

tearing, pupil dilation, hypohidrosis, episodic hyperhidro-
sis and blotchy skin;

«  Glomerulo sclerosis and chronic kidney disease unrelated
to autonomic dysfunction;

« Neuropathic symptoms: loss of reflexes, hypotonia, de-
creased perception of pain and temperature;

« Additional clinical features: short stature, kyphoscoliosis,
smooth tongue (no fungiform papillae), vomiting, recur-
rent aspiration, multiple skin scars, dysarthria, mental de-
ficiencies, and emotional lability.

Linkage studies map to a candidate region on chromo-
some 9q31. Genetic evaluation is considered sensitive and
specific for the diagnosis of HSAN3. Furthermore, it's the only
specific diagnostic test currently available.

No particular treatment for familial dysautonomia
has yet been described. Supportive care and symptomat-
ic therapies are the main stay of management. The prog-
nosis is poor.
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The schwannoma is a supporting cells tumor of periph-
eral nervous system, characterized by the formation of gray-
ish, firm, circumscribed and usually solitary masses, which is
located close to the roots of cranial and spinal nerves. Most of
them have a benign character".

CASE REPORT

A 27-year-old Caucasian female, with pregnancy at term,
who was subjected to routine ultrasound, which observed
the presence of hyperechoic lesion at the left hypochondrium
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along the costal margin, in intimate contact with the ab-
dominal wall. The surgical evaluation detected the presence
of a hardened, fixed, painless lesion, which became more
prominent after effort maneuver. Clinical follow-up was kept
until delivery.

One month postpartum, the patient was submitted to
computed tomography (CT) scan, which observed an hy-
podense lesion, closely related to the 20" left rib, measuring
8x4 cm, in close contact with the diaphragm (Fig 1A). After
preoperative evaluation, left lombotomy was performed,
which found the neoplasm related to the left subcostal nerve.
The lesion was completely excised and submitted to anato-
mopathological analysis (Fig 1B). The patient recovered sat-
isfactorily after the surgery.

DISCUSSION

Schwannoma is a rare neoplasm involving the spinal
cord and its roots, being responsible for 27% of the spinal
tumours. It can affect children and adults?, usually between
the third and fifth decades of life with equal incidence on
both sexes’.

The pregnancy has no significant effect on the inci-
dence and behaviour of gliomas. However, pregnancy ap-
pears to increase its growth. About 70% of gliomas have
progesterone receptors and 30% have estrogen receptors.
Unfortunately, there is lack of documented reports on ac-
celerated cancer growth during pregnancy.

The occurrence of schwannomas during pregnancy
rests on the hypothesis of a possible hormonal influence on
the growth of a subset of Schwann cells, due to the presence
of progesterone receptors. Progesterone levels increase dur-
ing pregnancy, which may explain their accelerated growth.

Physiological changes during pregnancy may mask the
symptoms, as clinical manifestations depend on the size of
the mass and on its anatomical location®. Our patient did
not report pain even after effort maneuver, which made the
lesion prominent.

In symptomatic cases located in the chest wall, the most
frequently reported symptoms are nonproductive cough,
dyspnea, backache, and dysphagia, depending on the ana-
tomic site involved®.

Clinical follow-up until delivery was chosen as the le-
sion had no apparent risks for the mother and for the fetus.
Once malignancy is extremely rare in these neoplasms, sur-
gical excision is indicated. There was no indication of ra-
diotherapy, due to the neoplasm slow growth rate and its
nonresponse to this treatment, besides the possibility of
miscarriage and birth defects.

The anatomopathological analysis related hardened
consistency lesion, fixed, limited and well-defined, with

cystic formation and content with mucous aspect (Fig 1B).

The histopathological analysis observed two character-
istic growth patterns, with fusiform tumoral cells arranged
in palisades, forming the Verocay bodies'’, with elongated
cell shape and regular oval nuclei, both positive for S-100
protein on the immunohistochemical.

Fig1. Subcostal schwannoma. (A) Computed tomography scan slice showing oval lesion (arrowheads) with definite and
regular edges with broad base in the abdominal wall of the left flank; (B) The cut surface containing cystic areas with

mucous content (arrows).
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