Letters to the Editor

The standard treatment for Hamman’s syndrome is clinical
observation combined with supportive measures, usually in a
hospital setting. The syndrome typically resolves spontaneously
after two to seven days, and recurrence is uncommon(5).
The prevalence of Hamman’s syndrome is low. Nevertheless, it should be considered in the differential diagnosis of
acute chest pain, especially in young patients with subcutaneous emphysema, and the possibility of pneumorrhachis should
be investigated.
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Klippel-Feil syndrome accompanied by partial cleft of the cervical
spine: a not-so-unusual combination?

Dear Editor,
In this report, we present two cases within the spectrum of
Klippel-Feil syndrome (KFS) accompanied by posterior partial
split of the spinal cord. The first case involved a woman who underwent magnetic resonance imaging (MRI) of the cervical and
thoracic spine to investigate the presence of hemivertebrae and
scoliosis. The images showed fusion from C2 to C5, together
with posterior spinal cord cerebrospinal fluid cleft (Figure 1).
The second case involved an adolescent male hospitalized for
cerebrospinal fluid shunt valve replacement and correction of
hydrocephalus. MRI revealed extensive fusion and deformity of
the vertebrae throughout the cervical segment and superior thoracic segment, accompanied by a long posterior cerebrospinal
fluid cleft that extended from the medulla oblongata to the superior thoracic segment of the spinal cord (Figure 2).
KFS is characterized by congenital fusion of two or more
vertebral bodies, of unknown cause. Etiological hypotheses include injury occurring at 3–8 weeks of gestation and an association with the genes that control the process of embryonic somite

Figure 1. Case 1. A: Fusion of cervical
vertebrae, extending from C2 to C5. B:
Posterior division of the spinal cord.
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formation(1). The classic clinical triad, as described by Maurice
Klippel and André Feil, consists of shortening of the neck, low
posterior hairline, and limited range of motion of the neck, being present in only 50% of cases(2). A wide range of brain and
spinal cord malformations have been reported in patients with
KFS. Diastematomyelia, one of the most widely reported malformations accompanying KFS, is characterized by complete
division of the neural tube and the formation of two hemicords
separated by osseocartilaginous septum, typically in the lower
thoracic and lumbar regions(3). Among the few reported cases of
KFS, spinal cord alterations occur in up to 50%, and posterior
spinal cord cleft (also known as partial diastematomyelia) is one
such alteration(4–6).
The relationship between vertebral fusion (KFS) and posterior partial spinal cord cleft is poorly documented and does not
have a plausible origin like the defects involving the duplication
of the notochord, which would explain in a more appropriate
way the formation of diastematomyelia and the production of
hemivertebrae or the so-called “butterfly” vertebrae(1). One of
the proposed mechanisms of vertebral fusion is extension of the
cartilage formation process to the intervertebral disc material
after completion of the primary segmentation (given that there

B
65

Letters to the Editor

A

B

is no change in the number of nerve roots), culminating in the
union of the vertebrae(1). Spinal cord cleft has an even more
obscure origin, and it has been suggested that it is due to focal
injury with a superficial tissue repair process, although without
repopulation with somite cells(1).
In patients with KFS, spinal cord changes are considered
to be one of the most important factors in the neurological deterioration process, second only to nerve involvement caused
by degenerative spondylosis(4–6). Because of the small number
of cases reported, we raise the question about the actual prevalence of this combination and reiterate the need for active case
finding, given that isolated KFS seems to be much more common in clinical practice than is the combination of KFS and
spinal cord malformation, especially now that MRI has become
much more accessible.
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Cerebral amyloid angiopathy-related inflammation: findings
on magnetic resonance imaging

Dear Editor,
An 83-year-old female presented with a one-month history
of daily non-pulsatile diffuse headaches that were refractory to
analgesics, accompanied by discrete lower limb paresis. The patient also had systemic hypertension that was well controlled
with medication. She reported no recent history of trauma, fever, or travel. A complete blood count showed no abnormalities,
and the serology for HIV was negative, as was the VDRL test.
Computed tomography (CT) of the skull showed diffuse hypodensity, predominantly in the white matter, making the sulci
and fissures less prominent (Figure 1A). Magnetic resonance
imaging (MRI) showed a hyperintense signal in T2-weighted
and FLAIR sequences, without restricted diffusion, throughout
the deep, periventricular white matter, predominantly in the
frontal lobes, accompanied by multiple hypointense foci in a
susceptibility-weighted imaging sequence, suggestive of microhemorrhages (Figures 1B and 1C). In view of those findings,
the working diagnosis was cerebral amyloid angiopathy-related
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Figure 2. Case 2. A: Extensive fusion
and deformity of the cervical vertebrae and the first thoracic vertebrae.
B: Posterior split of the spinal cord,
extending from the medulla oblongata to the first thoracic vertebrae.
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inflammation (CAA-ri), which was later confirmed by biopsy.
Pulse therapy with methylprednisolone was initiated, resulting
in an improvement in the symptoms and in the imaging findings
by two weeks after the start of the treatment (Figure 1D).
Recent studies in the radiology literature of Brazil have emphasized the importance of MRI for improving central nervous
system diagnoses(1,2). CAA-ri is a rare disease that typically affects
patients between 60 and 80 years of age, with no predilection
for either gender, manifesting clinically as a subacute cognitive
decline, headache, convulsion, focal neurological deficits, and
neuropsychiatric disorders(3–7). The pathophysiology of CAA-ri is
not well known. However, it is known that it consists in the pathological accumulation of beta-amyloid in the media and adventitia
of small and medium cortical and leptomeningeal vessels, accompanied by a perivascular lymphocytic inflammatory process, although it remains unknown which process occurs first(3–7).
On CT, the classical presentation of CAA-ri is unifocal cortical and subcortical hypodensity, predominantly in the parietal
lobes; although diffuse involvement can occur, it is less common
and is usually asymmetric(3–7). On MRI, hyperintense signals
without restricted diffusion (characteristic of vasogenic edema)
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