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Thymic cyst associated with
myasthenia gravis*

@ CrossMark

Quiste timico asociado a miastenia gravis

Dear Editor,

Thymic cysts account for 1%—5% of anterior medi-
astinal masses," and may be congenital or acquired.
Acquired thymic cysts have been associated with such sys-
temic diseases as lupus erythematosus, Sjogren syndrome,
rheumatoid arthritis, Hashimoto thyroiditis, HIV infection,
and in very rare cases, with myasthenia gravis (MG).2

We present an extremely rare case of MG associated with
thymic cyst.

The patient was a 34-year-old former smoker with no
history of disease. He attended our department due to a
2-month history of fatigue of the facial muscles, with no
additional symptoms. The physical examination revealed
mild left ptosis, which did not increase with maintained ver-
tical gaze, as well as weakness of the tongue and the left
orbicularis oculi and oris muscles.

We made a diagnosis of MG; this was confirmed by the
results of an anti-acetylcholine receptor (anti-AChR) anti-
body analysis (22.1nmol/L) and a single-fibre EMG in the
left orbicularis oculi muscle (semi-pathological jitter; 47%
blocking). These findings are compatible with a postsynap-
tic alteration in neuromuscular transmission. A mediastinal
computerised tomography (CT) scan revealed a cystic lesion
in the prevascular space, measuring 78 x 79 x 77 mm, with
well defined contours and thin walls, of liquid density, show-
ing no contrast uptake and no evidence of lymph node
involvement (Fig. 1).

* Please cite this article as: Morollon N, Guerrero P, Duarte
J. Quiste timico asociado a miastenia gravis. Neurologia.
2018;33:405—407.

The mediastinal lesion was surgically resected 4 months
after diagnosis. The anatomical pathology study identified
it as a unilocular thymic cyst with follicular hyperplasia. A
cytology study of the pleural fluid was negative for malignant
cells, suggesting a cyst of lymphoid content.

Following diagnosis, the patient was started on treat-
ment with pyridostigmine dosed at 60 mg every 8 hours. This
partially improved the ptosis and the strength of the orbic-
ularis oris muscle. One month later, the patient started a
slow tapering course of prednisone, beginning at a weight-
adjusted dose of 80mg/48hours. In the second month

Chest CT scan. The mass in the anterior mediastinus
is compatible with thymic cyst.

Figure 1
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of treatment, the orolingual weakness showed a marked
improvement; the orbicularis oculi muscle weakness per-
sisted until 3 months later, with the patient receiving pred-
nisone at 30 mg/48 hours. The surgical intervention enabled
the gradual reduction of the corticosteroid dosage over the
following 4 months, reaching 5/2.5mg on alternating days.
Symptoms reappeared at this point, resulting in corticos-
teroid dosage being increased once more to 10/5mg on
alternating days, and the introduction of azathioprine. The
patient remained asymptomatic following the withdrawal
of prednisone, although pyridostigmine continues to be nec-
essary.

Thymic cyst is a well defined, water-density lesion of
the anterior superior mediastinum. The mass may be con-
genital or acquired. Congenital cysts are unilocular, with
thin, translucent walls and atrophic tissue with no inflam-
mation. Acquired thymic cysts tend to be multilocular, with
thicker, potentially fibrous walls and hyperplastic thymic tis-
sue. These lesions are usually asymptomatic, although they
occasionally cause dyspnoea, coughing, or chest pain due to
compression of adjacent structures.’

Thymoma, which accounts for 95% of cases of thymic
epithelial tumours, presents as a homogeneous, solid,
soft-tissue mass with well-defined borders, occasionally dis-
playing uniform contrast uptake and calcification.* Up to
40% of cases of thymoma may involve a cystic component;
however, it is very rare for the cyst to account for almost
the entire mass.>

Radiological differential diagnosis of thymic lesions
can be complex. Thymic cysts complicated by bleeding
or infection may be mistaken for solid masses due to
the increased density in CT images.® Thymomas may also
develop haemorrhagic, ischaemic, or cystic areas, simu-
lating simple thymic cysts.”® Chest MR images may be of
assistance. In MR images, thymoma appears as a homo- or
heterogeneous mass. It is hypointense on T1-weighted and
slightly hyperintense on T2-weighted sequences, showing
restricted diffusion and contrast uptake, whereas thymic
cysts are hypointense on T1-weighted and hyperintense
on T2-weighted sequences and do not display restricted
diffusion or contrast uptake. If the diagnosis remains uncer-
tain, an '8F-FDG PET scan may be helpful, as this technique
provides information regarding metabolism.’ However,
precise classification of a cystic mediastinal lesion requires
a histopathology study, particularly if the wall is focally
thickened.°

Thymic abnormalities affect up to 85% of patients with
MG (follicular hyperplasia affects 70% and thymoma 15%)'";
however, a literature search only identified 6 cases pub-
lished to date of patients with MG associated with thymic
cyst. In 1957, Fongi et al."”? described a case of myas-
thenic crisis following excision of a thymic cyst. In 1993,
Peacey and Belchetz'® presented a patient with ocular MG
and thymic cyst. In 1995, Okumura et al.”* reported a case
of MG associated with multilocular thymic cysts. In 2012,
Mishra et al." described 3 cases of MG with unilocular thymic
cysts.

Little is known about the progression of MG following
surgery in these cases. In the series reported by Mishra
et al.,'" 2 patients clinically improved and one worsened
following resection of the cyst. In other cases, one patient
had a myasthenic crisis following surgery,” and another

did not improve.’® Our patient experienced a temporary
improvement, lasting less than 6 months, and eventually
received long-term immunosuppression.

Thymectomy is included in the treatment protocol
for MG and has been demonstrated to achieve clinical
improvement, although the benefits of the intervention are
not fully understood.’ The results of the *‘Thymectomy
trial in non-thymomatous myasthenia gravis patients
receiving prednisone therapy’’," currently underway, will
provide information on these benefits in non-thymomatous
patients.

Although thymic cyst occurs very infrequently, we believe
it should be included in the spectrum of MG-associated
thymic conditions. Our patient’s transient improvement
following the excision of the cyst seems to confirm its
involvement in the pathophysiology of this autoimmune
disease.

Thymectomy would therefore be indicated in these cases
in order to rule out the presence of tumours in the cyst
walls and/or to delay the start of prolonged immunosup-
pression.
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Spontaneous acute epidural
haematoma of the cervical
spine with an atypical onset
resembling ictal symptom™

@ CrossMark

Hematoma epidural agudo cervical espontaneo
de inicio atipico simulando cuadro ictal

Dear Editor,

Spontaneous acute epidural haematoma (SAEH), described
by Jackson in 1869, is an infrequent condition with
an estimated annual incidence of one case per million
population.” It accounts for less than 1% of all spinal space-
occupying lesions, with peak incidence between the sixth
and seventh decades of life."* SAEH may cause rapid,
irreversible neurological impairment and is associated with
a mortality rate of 6% to 8%.° These lesions are prefer-
entially located in the cervicothoracic region, mainly in
the posterior portion of the spinal canal." Cases where
no underlying cause or predisposing factor for bleeding
(blood dyscrasia, anticoagulant or antiplatelet treatment,
tumours, pregnancy, or trauma) can be identified are
considered spontaneous; this occurs in 40% to 50% of
patients.” Most authors suggest a haemorrhagic venous
aetiopathogenic mechanism, due to the rupture of valveless
epidural venous plexuses in response to a sudden pres-
sure increase at the thoracic or abdominal level.* However,
other authors suggest bleeding is arterial in origin,> sec-
ondary to the rupture of epidural radicular arteries, based
on the rapid clinical deterioration typically associated with
SAEH.®

Our patient is a 79-year-old man with no relevant history
who presented symptoms of intense headache and neck pain
and sudden-onset left hemiparesis of 3 hours’ progression.

* Please cite this article as: Arévalo A, Navas M, Pulido P, Garcia
de Sola R. Hematoma epidural agudo cervical espontaneo de inicio
atipico simulando cuadro ictal. Neurologia. 2018;33:407—410.

In view of these symptoms, we activated the code stroke
protocol and the patient was transferred to his reference
hospital. Motor examination revealed paresis of the left arm
(3/5) and left leg paralysis associated with contralateral
hypaesthesia without sensory extinction, left extensor plan-
tar reflex, and right flexor plantar reflex. An emergency
brain CT scan did not show signs of intra- or extra-axial
bleeding or acute brain ischaemia. Suspecting spinal involve-
ment, we performed an emergency cervical CT scan, which
showed a hyperdense epidural cervical collection located
in the left posterolateral region from C3 to C7 (Fig. 1).
After being diagnosed with cervical SAEH, the patient under-
went an emergency C3 to C7 posterior cervical laminectomy
with microsurgery; the epidural cervical collection was com-
pletely evacuated. No underlying vascular anomalies at the
C3 to C7 level were identified during the procedure; the
anatomical pathology study ruled out the presence of such
anomalies in the surgical specimen. A cervical MRI scan per-
formed after the surgery (Fig. 2) revealed the presence of
typical postsurgical changes, absence of signs of cervical
myelopathy, and small remnants of the epidural collection.
The postsurgical study ruled out the presence of any clot-
ting disorders which may have triggered the symptoms.
After surgery, the patient displayed good clinical progress,
recovering mobility of the left side of the body, with no
residual motor or sensory deficits after completing rehabil-
itation.

SAEH clinically manifests as acute, local, lancinating pain
accompanied by motor, sensory, and/or autonomic neuro-
logical deficits, normally symmetrical, developing over a
period of minutes or days.” Unilateral symptoms are infre-
quent and may lead to misdiagnosis, and diagnostic and
therapeutic delay. In these cases, a differential diagnosis
of cerebrovascular stroke is essential,® given the catas-
trophic effect of treatment with fibrinolytic agents. Acute
neck pain is probably the only baseline clinical finding that
may lead us to suspect spinal involvement. The distinctive
feature of the case described is that the patient’s condi-
tion was initially interpreted as a supratentorial ischaemic
stroke.

In MRI studies, SAEH in the acute or hyperacute stage
appears isointense on T1-weighted sequences and hyper-
intense on T2-weighted sequences.’ Although MRI is the
diagnostic method of choice, spine CT is a widely available
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