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A POTENTIALLY TREATABLE HEREDITARY
SPASTIC PARAPLEGIA MIMICKER: SPINAL
CEREBROTENDINOUS XANTHOMATOSIS

Heloisa Lopes Cohim Moreira, Vinicius Lopes Braga,
Wladimir Bocca Vieira de Rezende Pinto, Igor Braga
Farias, Paulo Victor Sgobbi de Souza, Acary Souza
Bulle Oliveira

Universidade Federal de Sao Paulo. Sao Paulo SP,
Brazil

heloisalcm@gmail.com

Case Presentation: A 23-year-old brazilian man pre-
sented with a slowly progressive history of unsteady gait,
lower limb stiffness and numbness involving both feet
since 15 years old. Parents were both first degree cousins
(consanguineous parents). Examination disclosed global
brisk tendon reflexes, extensor plantar responses, mod-
erate spastic paraparesis, and mild reduction in vibratory
sense in the lower limbs. Mignarri score: 100. General lab
and biochemical screening were unremarkable. Nerve
conduction studies showed demyelinating and axonal
sensorimotor polyneuropathy. Needle electromyography
studies remained unremarkable. Neuroimaging studies
disclosed mild cervical spine atrophy, marked signal
changes involving the dorsal column and lateral corti-
cospinal tracts of the cervical and thoracic spinal cord.
Gene panel testing including Hereditary Spastic Paraplegia
(HSP) and Charcot-Marie-Tooth disease genes disclosed
the pathogenic variant ¢.1183C>T (p.Arg395Cys) in homo-
zygosis in CYP27A1 gene, defining the genetic diagnosis of
Cerebrotendinous Xanthomatosis (CTX). Plasma choles-
tanol levels were assessed and showed increased levels.
Serum cholesterol and triglyceride levels were normal.
Ophthalmologic evaluation was normal. Patient was
started on statins (simvastatin). Chenodeoxycholic acid
was not available. Discussion: CTX is a rare autosomal
recessive inherited metabolic disorder due to pathogenic
variants in the CYP27A1 gene. Typical systemic and neu-
roradiological findings represent important clinical clues
for high suspicion in different neurological contexts. CTX
presents with different neurological phenotypes, including
spastic paraparesis (spinal CTX), lower motor neuron dis-
ease, cerebellar ataxia, dystonia, parkinsonism, epilepsy,
and polyneuropathy. Spinal CTX has been reported in
association with other common systemic signs, includ-
ing chronic diarrhea, juvenile cataracts, and osteopenia.
However, pure neurological presentations without early
systemic signs may also occur, representing a complex
diagnostic challenge, mainly in contexts with broad dif-
ferential diagnosis. Spinal CTX is commonly a late diag-
nosis. Mignarri index for CTX suspicion must not limit
diagnostic evaluation in patients with pure neurological
presentation, as early CTX treatment changes disease
natural history. Final Comments: Spinal CTX must be
included in the differential diagnosis of HSP phenotypes,
even in cases without marked multisystem involvement.

Ataxias

PROGRESSIVE ATAXIA AND PALATAL
TREMOR: CASE PRESENTATION OF A RARE
DISEASE

Pedro Machry Pozzobon, Ana Beatriz Marangoni
Baston, Patrick Emanuell Mesquita Sousa Santos,
Tarcisio Nunes Alvarenga, Joao Vitor Mortari Lisboa,
Igor Oliveira Fonseca, Ana Flavia Andrade Lemos,
José Eduardo Trentim Longo, Helio Aquaroni Farao
Gomes, Laura Cardia Gomes Lopes

Hospital de Clinicas da Faculdade de Medicina de
Botucatu — UNESP Botucatu SP, Brazil

pedro_machry_pozzobon@hotmail.com

Case Presentation: A 54-years-old female patient, with
hypertension and obesity, presented with a 3-years his-
tory of progressive speech disorder, evolving with hoarse
voice and slurred speech. She also had gait instability
and dysphagia. Such changes were better perceived by
family members than by the patient herself. The physi-
cal examination showed slurred speech, palatal tremor,
gait with a slightly widened base and presence of dysme-
tria and dysdiadochokinesia in left upper limb. A MRI
brain showed only moderate cerebellar atrophy and
bilateral and signal abnormality in the inferior olivary
nuclei bilaterally. Her clinical presentation and neuro-
imaging finding supportt the diagnosis of progressive
ataxia and palatal tremor (PAPT). Discussion: PAPT is a
rare and progressive neurodegenerative disease associ-
ated with brainstem and cerebellum lesions, especially
at Guillain-Mollaret Triangle or dentato-rubro-olivary
pathway (DROP). PAPT may be divided into sporadic
and familial forms. Familial causes includes Alexander’s
disease, polymerase gamma mutations, spinocerebellar
ataxia type 20, and GM2 gangliosidosis. Sporadic cases
are still poorly understood, with adulthood onset, and an
uncertain cause. In some previous reports, histopatho-
logical analysis point to TAU 3R and 4R pathology and
hypertrophic olivary degeneration (HOD) as the cause of
sporadic form. PAPT clinical features are palatal tremor
(usually incidental), ataxia of limbs and gait, dysarthria
and dysphagia, in addition to other signs and symptoms
of brainstem or autonomic disturbances. Typical MRI
abnormalities are high signal in the ION and cerebelar
atrophy. At the present moment, there is no treatment
to prevent the disease progression. Final Comments:
Progressive Ataxia and Palatal Tremor (PAPT) is a rare
neurodegenerative disease and there are relatively few
studies describing this syndrome. Careful examination is
important to identification of this presentation.

Ataxias

FRAGILE X-ASSOCIATED TREMOR/ATAXIA
SYNDROME: CASE PRESENTATION

Fabiana Carla dos Santos Correia, André Iglesias
Brandao, Sérgio Roberto Pereira da Silva Junior,
Marcus Vinicius de Souza, Rafael Henrique Neves
Gomes, Daniel Sabino de Oliveira, Thiago Cardoso
Vale

Hospital Universitario da Universidade Federal de
Juiz de Fora.Juiz de Fora MG, Brazil

fabi-karlla@hotmail.com

Case Presentation: A 66-year-old man presented with
imbalance and falls, upper-limb tremor and erectile dys-
function for the last two years. Symptoms progressively
worsened during the period and patient became more
irritable, impulsive and developed impaired memory.
Neurological examination revealed ataxic gait, dysmetria,
dysdiadochokinesia, bilateral postural and action tremor,
and global areflexia with distal lower-limb hypopalles-
thesia. MOCA test was 19/30 with 11 years of schooling.
Brain MRI showed cerebral and cerebellar atrophy, and
symmetrical hyperintensities in the middle cerebellar
peduncles, periventricular regions and corpus callosum,
which was also atrophic (Figure). Electrophysiological
study revealed a sensory-motor polyneuropathy. Genetic
testing for the fragile X mental retardation 1 (FMR1) gene
showed 111 CGG trinucleotide repeats, confirming the
diagnosis of fragile X-associated tremor-ataxia syndrome
(FXTAS). Discussion: FXTAS is caused by the expansion
ofthe CGG trinucleotide in the FMR1 gene (CGG between
55-200 repeats. Clinical picture comprises the presence
of one or more characteristics, in different combinations:
cerebellar ataxia, parkinsonism, appendicular tremor,
neuropathy, dysautonomia, behavioral and cognitive
symptoms. Diagnosis is made by major and / or minor
clinical and radiological signs : The most important find-
ing is the middle cerebellar peduncles hyperintensities
seen on T2-weighted brain MRI sequences. Minor diag-
nostic criteria include other radiological findings such
as white matter hyperintensities and diffuse cerebral
atrophy. Corpus callosum atrophy with hyperintensity
of the splenium, dentate nucleus and pons may also
occur. Definitive diagnosis requires the presence of the
premutation associated with the presence of one major
radiological sign plus one major clinical symptom or the
presence of FXTAS inclusions in neuropathology. Final
Comments: It is to be emphasized the importance of
FXTAS investigation in patients with late onset ataxia
especially when associated to parkinsonism, tremor and
peripheral polyneuropathy. However, there is, at present,
no specific targeted treatment for FXTAS and management
remains only symptomatic.

Ataxias
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FRAGILE X-ASSOCIATED TREMOR/ATAXIA
SYNDROME: CASE PRESENTATION

Fabiana Carla dos Santos Correia, André Iglesias
Brandao, Sérgio Roberto Pereira da Silva Junior,
Marcus Vinicius de Souza, Rafael Henrique Neves
Gomes, Daniel Sabino de Oliveira, Thiago Cardoso
Vale

Hospital Universitario da Universidade Federal de
Juiz de Fora.Juiz de Fora MG, Brazil

fabi-karlla@hotmail.com

Case Presentation: A 66-year-old man presented with
imbalance and falls, upper-limb tremor and erectile dys-
function for the last two years. Symptoms progressively
worsened during the period and patient became more
irritable, impulsive and developed impaired memory.
Neurological examination revealed ataxic gait, dysmetria,
dysdiadochokinesia, bilateral postural and action tremor,
and global areflexia with distal lower-limb hypopalles-
thesia. MOCA test was 19/30 with 11 years of schooling.
Brain MRI showed cerebral and cerebellar atrophy, and
symmetrical hyperintensities in the middle cerebellar
peduncles, periventricular regions and corpus callosum,
which was also atrophic (Figure). Electrophysiological
study revealed a sensory-motor polyneuropathy. Genetic
testing for the fragile X mental retardation 1 (FMR1) gene
showed 111 CGG trinucleotide repeats, confirming the
diagnosis of fragile X-associated tremor-ataxia syndrome
(FXTAS). Discussion: FXTAS is caused by the expansion
ofthe CGG trinucleotide in the FMR1 gene (CGG between
55-200 repeats. Clinical picture comprises the presence
of one or more characteristics, in different combinations:
cerebellar ataxia, parkinsonism, appendicular tremor,
neuropathy, dysautonomia, behavioral and cognitive
symptoms. Diagnosis is made by major and / or minor
clinical and radiological signs : The most important find-
ing is the middle cerebellar peduncles hyperintensities
seen on T2-weighted brain MRI sequences. Minor diag-
nostic criteria include other radiological findings such
as white matter hyperintensities and diffuse cerebral
atrophy. Corpus callosum atrophy with hyperintensity
of the splenium, dentate nucleus and pons may also
occur. Definitive diagnosis requires the presence of the
premutation associated with the presence of one major
radiological sign plus one major clinical symptom or the
presence of FXTAS inclusions in neuropathology. Final
Comments: It is to be emphasized the importance of
FXTAS investigation in patients with late onset ataxia
especially when associated to parkinsonism, tremor and
peripheral polyneuropathy. However, there is, at present,
no specific targeted treatment for FXTAS and management
remains only symptomatic.
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ATYPICAL MANIFESTATIONS OF LATE-
ONSET FRIEDREICH’S ATAXIA — CASE
PRESENTATION

André Bertola Vanzan Filho, Mariana Ribeiro
Pererira, Vivian Pinto de Almeida, Patricia Gomes
Pinheiro, Rayanne da Silva Souza, Deborah Santos
Sales, Clarissa de Araujo Davico, Daniel Lucas

de Lima Silva Santos, Francisco Ramon Canale
Ferreira, Karina Lebeis Pires

Universidade Federal do Estado do Rio de Janeiro.
Rio de Janeiro RJ, Brazil
Casa Hunter. Rio de Janeiro RJ, Brazil

karinalebeis1@gmail.com

Case Presentation: A 57-year-old female who four to
five years before, started with a progressive ataxia in four
limbs and gait. She also presents progressive dysarthria
and dysphagia, and severe weight loss. At examination,
she presented exacerbated deep tendon reflexes with
Babinski sign, vibratory sensory loss in distal inferior limbs,
head tremor, cognitive impairment in executive functions
and verbal fluency. She had no vestibular symptoms or
parkinsonism findings upon examination. No family his-
tory of neurological diseases was reported. Laboratory
investigation of neoplastic, infectious, immune-medi-
ated, endocrine and nutritional deficiencies showed no
abnormalities. Brain magnetic resonance imaging (MRI)
showed extensive microangiopathy findings. Genetic test-
ing presented 100 repetitions in both alleles of Frataxin
(FXN) gene for Friedreich ataxia. Friedreich ataxia is an
autosomal recessive disease, the main cause of hereditary
ataxia. Patients usually present symptoms before 25 years
old. Our patient started symptoms at 52 years old, an atyp-
ical presentation. Patients usually will have a positive fam-
ily history for the disease. In most cases, patients present
aguanine-adenine-adenine (GAA) trinucleotiderepeatin
intron 1 of both alleles of the FXN gene. Positive cases vary
from 66-1700 repeats. Normal alleles will have between
7-34 repeats. Our patient’s number of repeats is located
on the low end of positive cases, probably the cause for
her atypical presentation. Ataxia in four limbs and gait
is a cardinal sign, present in most patients. Deep tendon
reflexes are usuallylost. Exacerbated reflexes are atypical.
Motor weakness involving inferior limbs is a common
symptom. Also, sensory loss in the distal limbs affects
could be present, predominately involving proprioception
and vibration sense. Dysarthria and dysphagia are com-
mon features. The main cause of death in these patientsis
cardiac dysfunction, due to hypertrophic cardiomyopathy
frequently present in the disease, absent in our patient,
probably related to the late onset of the disease. Even
though, case presentation of late onset Friedreich ataxia
are frequently published, we present a report with mainly
atypical manifestations and in which the patient has no
family history of the disease. Therefore, it is a diagnosis
sorely relying in genetic testing. We should consider in
clinical practice hereditary diseases, even when symp-
toms are atypical, and patients have no family history.
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A MAN WITH SPORADIC PERRAULT
SYNDROME - A CASE PRESENTATION

Thabata Emanuelle Martins Nunes, Patricia Aurea
Andreucci Martins Bonilha, Beatriz Cassarotti, Luiz
Eduardo Novis, Léo Coutinho, Francisco Manoel
Branco Germiniani, Helio Afonso Ghizoni Teive

Hospital de Clinicas da Universidade Federal do
Parana. Curitiba PR, Brazil

thabatamnunes@gmail.com

Case Presentation: Male patient, 35 years old, 12 years
ago started with gait ataxia and vertigo. Previous history of
bilateral hearingloss at the age 8 years, had normal neu-
rodevelopment and no other systemic diseases. He is an
only child, has no family history of neurological disease
and denies consanguinity between his parents and other
family members. Physical examination showed ataxic
gait, monocular diplopia, dysmetria, dysdiadochokinesia
and hyperreflexia with an exhaustible clonus in the lower
limbs. He performed an extensive complementary inves-
tigation, audiometric exam with bilateral sensorineural
hearingloss, brain MRIwith cerebellar atrophy, EEG and
blood laboratory tests were unremarkable. Afterwards,
an exome sequence was performed, and mutation of the
HSD17B4 gene was identified, a missense compound
heterozygosity. Thus, the diagnosis of Perrault Syndrome
was made. Discussion: Perrault syndrome is a rare dis-
ease, with autosomal recessive inheritance. It manifests
with bilateral sensorineural hearingloss in both men and
women and varies in severity from moderate to severe,
with onset in early childhood. Ovarian dysfunction in
women with a 46, XX karyotype is expected, ranging from
primary ovarian failure to ovarian dysgenesis. Fertility in
affected men is generally reported as normal, although
the number of men diagnosed is limited. Neurological
manifestations are not common but may include learning
disabilities and developmental delay, cerebellar ataxia and
peripheral sensory and motor neuropathy. The diagnosis is
confirmed molecularly by the presence of biallelic patho-
genic variants in one of six genes: CLPP, ERAL1, HARS?2,
HSD17B4, LARS2 and TWNK. Markedly, our patient
manifested this disease with a wide range of neurologic
symptoms, besides the expected hearingloss. Therefore,
this was a challenging diagnosis, since he had no sister,
making in difficult to conclude without genetic testing.
Final Comments: Perrault syndrome is a rare disease and
there are no formal criteria for its diagnosis. The degree
of diagnostic difficulty increases when related to male
patients who do not have an affected sister. Genetic tests
play an importantrole in the early diagnosis of the disease.
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HYPEREMESIS GRAVIDARUM AND
WERNICKE’'S ENCEPHALOPATHY:
A CASE PRESENTATION

Paulo Henrique Martinelli Oliveira, Lucas Silva Dias,
Raderi Luiz Cardoso dos Santos, Indianara Keila
Pastoério, Lorena Dias Araujo, Francine de Paula
Roberto Domingos, Sayuri Aparecida Hirayama,
Rafael de Almeida, Raquel Mattos Filgueiras

Hospital Municipal Dr.José de Carvalho Florence.
Sao José dos Campos SP, Brazil

paulohmoliveira96@gmail.com

Case Presentation: Two cases of pregnant patients are
described, who presented with hyperemesis gravidarum
(HG), evolving with Wernicke’s Encephalopathy (WE). In
the 1st case, a 33-year-old patient, with gestational dia-
betes, started presenting HG during the 2nd trimester
of pregnancy. Denied alcoholism and drug use. During
the 15th gestational week, she underwent a laparoscopic
cholecystectomy procedure due to acute cholecystitis,
without complications. She had a miscarriage at 20 weeks
and 6 days of pregnancy. After the abortion, she evolved
with temporo-spatial disorientation, bradypsychism and
bradykinesia, and with bilateral decomposition of eye
movement. In the 2nd case, a 24-year-old patient with
hyperthyroidism developed HG during the 3rd trimester
of pregnancy, with gait ataxia, nystagmus with horizontal
and vertical downward gazes, and loss of recent memory,
with improvement in symptoms after 4 days of Thiamine
replacement. Discussion: Nausea and vomiting are typ-
ical symptoms of the gestational period, affecting up to
70% of patients. A small portion of this population - about
0.3-10.8% - has a worsening of this condition, called HG.
In this context, due to the restrictive condition, some
patients may develop episodes of hypovitaminosis, such
as Thiamine Deficiency (vitamin B1), which is associated
with WE. WE is an acute neurological syndrome, with a
reversible characteristic, which leads to changes in men-
tal status, ocular abnormalities and cerebellar dysfunc-
tion. The association of HG with WE is rare, however, it is
capable of causing serious complications if not diagnosed
early, with fetal death in up to 50% of cases and maternal
death in 10-20%. Final Comments: Among the differen-
tial diagnoses regarding neurological alterations during
pregnancy, the hypothesis of WE should be considered.
This study is relevant because it exposes cases of the rare
correlation between HG and WE, whose delay in diagnosis
canlead to morbid complications, and whose treatment is
often simple, capable of reversing neurological symptoms
in their entirety and minimizing damage to pregnancy.

Ataxias

KINETIC TREMOR IN PATIENT WITH TYPE
2 SPINOCEREBELLAR ATAXIA (SCA2) AND
FAMILY HISTORY OF ESSENTIAL TREMOR:
ATYPICAL PRESENTATION OR OVERLAP OF
MOVEMENT DISORDERS?

Maria Luiza de Sousa Andrade, Denise Maria
Meneses Cury Portela, Gustavo Sousa Noleto,
Natalia Rebeca Alves de Araujo, Lia Leal Laurini,
Luana Larisse de Sousa Araujo, Anna Bheatriz
Feitosa Couto, Antonio Levi Farias Borba, Maria
Alice Silva Vasconcelos, Silmara Ferreira de Oliveira

Centro Universitario Uninovafapi. Teresina PI, Brazil
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Universidade Estadual do Piaui. Teresina PI, Brazil
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malu.sousa.andrade@hotmail.com

Case Presentation: A 59 years-old male patient pre-
sented at our outpatient clinic with a medical history of
imbalance and dysarthria initiated at the age of 39 and
progressed slowly. By the age of 57, the condition has
worsened dramatically, with recurrent falls and wheel-
chair dependence. At the same period, he presented with
cephalic and upper limbs tremor, hypersomnia, depressive
symptoms, and anxiety. A cranial CT scan showed cere-
bral atrophy and genetic test for ataxia panel confirmed
the diagnosis of type 2 Spinocerebellar Ataxy (SCA2)
with 22 and 36 CAG repetitions. Genealogy noticed many
cases of SCA2 (father, paternal grandmother, maternal
grand-grandfather, two sisters, nephew, and daughter).
His mother had cephalic essential tremor. On physical
examination, he showed severe gait ataxia, impaired
walk, postural tremor on upper limbs and head, dysdi-
adochokinesia and ocular hypsometrical movements.
He was taking Levodopa, Amantadine e Paroxetine with
no good response. Discussion: Type 2 Spinocerebellar
ataxia (SCA2) is a rare neurodegenerative disease, dom-
inant autosomal, with a prevalence of 1-2 cases in 100000.
The clinical findings are ataxic gait, dysarthria, dysmetria,
dysdiadochokinesia and ocular hypsometrical move-
ments. About 10% of cases of SCA2 present kinetic tremor.
Essential tremor is the most common cause of kinetic
tremor, with a global prevalence of 1%, occuring specially
onmales. It presents adominant autosomal heritage with
reduced penetration. Additonally ET (essential tremor)
possesses a genetical and phenotypical heterogeneity
and represents a series of syndromic symptoms, instead
ofjust one disease. Final Comments: In the face of these
statements, we can understand this particular case as a
rare disease, SCA2, associated with the cephalic tremor,
oppening the possibility of a diagnosis which considers
the overlapping, of pathologies, ataxia and essential tremor
or an atypical presentation of SCA2.
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LONG-TERM CEREBELLAR ATAXIA
ASSOCIATED WITH CONFOUNDING FACTORS:
A COMPLEX CASE FOR ASSESSMENT AND
MANAGEMENT

Sephora Sabrina Candido Almeida, Erick Dupont,
Paulo Filho Soares Marcelino, Amanda Loureiro
Toledo Troian, Sonia Maria Cesar de Azevedo Silva,
Herval Ribeiro Soares Neto, Alexia Carneiro Almeida,
Andre Lopez Fernadez

Hospital do Servidor Publico Estadual de Sao Paulo.
Sao Paulo SP, Brazil

sephora_sabrina@yahoo.com.br

Case Presentation: Patient 77 years old, 5 months of
evolution of rotational vertigo, tremors of upper limbs,
loss of balance with a tendency to fall and tonic-clonic
seizures. Performing treatment for gastritis (proton pump
inhibitor - PPI) for a long time and heavy drinker. The
patient had multidirectional nystagmus with limited
gaze fixation, bilateral upper limb myoclonus. Global
muscular hypotrophy with preserved strength, reflexes
and sensitivity. She associated movement decomposi-
tion to the coordination exam, trunk instability, did not
remain standing without bilateral support and the gait was
ataxic. She was investigated for the etiology of cerebellar
ataxia and tests were performed to exclude autoimmune,
vascular, metabolic and paraneoplastic causes, with no
changes tests performed. During the investigation, a
hypothesis of autoimmune cerebellar ataxia was raised
as a result of high anti GAD (406Ui/ml RV < 10) with IV
immunoglobulin, but with no change in the clinical pic-
ture. In addition, she maintained a persistent condition
of hypomagnesemia (serum mg0.3), initially attributed to
the refeeding syndrome, was later noticed an association
between normalization of serum levels and consistent
clinical improvement. Renallosses and intestinal disorders
were ruled out to justify hypomagnesemia, and therefore,
given the prolonged use of PPIs. Discussion: Cerebellar
ataxia can be associated with numerous causes includ-
ing metabolic, paraneoplastic, vascular and autoimmune
disorders. There are descriptions in the literature not only
of magnesium-related ataxia but also other neurological
manifestations such as seizures and involuntary move-
ments. Hypomagnesemia caused by chronic PPI use is
also described and should be investigated when other
causes for the disorder have been excluded. Anti GAD
may be positive in approximately 0.4 to 1.7% of the gen-
eral asymptomatic population, highlighting the need to
properly interpret the results obtained. Final Comments:
Proton pump inhibitors are widely used but they can lead
to absorptive changes including for magnesium and, asa
consequence, lead to significant deficit and be one of the
metabolic causes of neurological symptoms, including
cerebellar ataxia. Patients who present compatible con-
ditions should be investigated for the different etiologies
that may trigger the symptoms, taking into account the
patient’s clinical improvement to correctly determine
the diagnosis.
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PENGUIM GAIT, LYNX EARS AND BULLDOG
SCALP, A DIAGNOSTIC DILEMMA

Beatriz Cassarotti, Thabata Emanuelle Martins
Nunes, Patricia Aurea Andreucci Martins Bonilha,
Léo Coutinho, Luiz Eduardo Novis, Walter Oleschko
Arruda, Salmo Raskin, Hélio Afonso Ghizoni Teive

Hospital de Clinicas da Universidade Federal do
Parana. Curitiba PR, Brazil

Genetika, Centro de Aconselhamento e Laboratério
de Genética. Curitiba PR, Brazil
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Case Presentation: A 29-year-old male reported a
6-year-history of gait disturbance and cognitive impair-
ment. His parents were first cousins, and a brother started
with the same symptoms at 18-year-old. Clinical examina-
tion demonstrated dysarthria and spastic paraplegia, with
agrade IV muscular strength, spasticity, and hyperreflexia
in the lower limbs; his patellar and Achilles reflexes were
brisk, and he presented a spastic gait. In addition, head
and skull examination demonstrated a curious feature:
The presence of cutis verticis gyrata. Brain Magnetic
Resonance Imaging (MRI) revealed bilateral hyperinten-
sities at the periventricular white matter.Whole-exome
sequencingrevealed a mutation in the SPG11 gene (SPG
11: NM_001160227.2: exon35: ¢.6493_6494del: pS2165Lfs).
Discussion: Hereditary spastic paraplegia (HSP) is a het-
erogeneous group of neurodegenerative disorders char-
acterized by progressive lower limb weakness and spas-
ticity, caused by mutations in the spastic paraplegia gene
(SPG). SPG11 gene (located on chromosome 15q13-15),
has 100.982 coding nucleotides distributed in 40 exons
and translates into spatacsin. Descriptions include more
than 160 pathogenic variants, mostly missense muta-
tions. SPG 11 can present as a pure HSP with autosomal
recessive inheritance, but patients frequently develop a
complicated HSP phenotype with cognitive impairment,
peripheral neuropathy, cerebellar, lower motor neuron,
and extrapyramidal features. A recognized hallmark of
SPG11 is the presence of a thin corpus callosum (TCC)
in the brain MRI. HSP-TCC also occurs in peripheral
neuropathy with agenesis of the corpus callosum and
other HSPs. Final Comments: Clinical findings such as
the age of onset, gait disturbance, and presentation of
motor and cognitive impairment were usual for SPG11,
but this was not enough to settle the diagnosis. This case
presented no additional clues to help in the diagnosis,
such as a thin corpus callosum or “ears of the Lynx” The
dermatologic sign was a surprise and can open our eyes to
possible future genotype-phenotype correlations toward
SPG11. Although there are no reported cases correlating
cutis verticis gyrata and SPG11, we suggest that clinicians
be aware of this possible association. It was an unusual
case, where clinical findings alone led to doubt. Genetic
testing was necessary, leading to a surprising outcome.
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SEVERE TOXIC AND IMMUNE SENSORY-
CEREBELLAR ATAXIA IN AN ONCOLOGIC
PATIENT

Erick Dupont, Arthur da Veiga Kalil Coelho, Davi
Vargas Freitas Teixeira, Marcella Canato Toloi,
Andreas Batista Schelp, Déborah Inayara Mendes
Tendrio de Albuquerque, Sephora Sabrina Candido
de Almeida, Ana Flavia Pincerno Pouza

Hospital do Servidor Publico Estadual de Sao Paulo.
Sao Paulo SP, Brazil
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Case Presentation: A 73-year-old female patient presents
with progressive worsening of gait in the last 6 months,
rangin from walking without devices to using a wheelchair
in 3 months. Besides chronic type 2 diabetes, she also had
a history of breast and ovarian cancer diagnosed in the
last 5 years, both with surgical and chemotherapy treat-
ment. On admission, the patient had preserved strength,
pseudoathetotic movements in the fingers of the hands,
severe sensory impairment composed by hypopalesthe-
sia in all four limbs, worse in the legs, and proprioceptive
dysfunction of the halluxes. She had scanning speech
and bidirectional horizontal nystagmus accompanied
by hypometric saccades with corrective movements.
Axial and appendicular ataxia shown as the inability to
remain seated without aid and dysmetria in all four limbs,
markedly worse when eyes are closed. In orthostasis, she
showed abasia accompanied by extremely cautious gait
and Romberg’s sign. Cranial magnetic resonance imaging
revealed marked cerebellar atrophy and electroneuromy-
ography showed severe sensory and motor neuropathy
in the 4limbs. Cerebrospinal fluid (CSF) with 1 leukocyte
and 65mg/dL proteins. Vitamin dosages and inflamma-
tory markers without alterations. The autoimmunity test
was positive for anti-Yo in CSF and blood samples, with
titers of 1: 256 and 1: 15360, respectively. After receiving
1 g of Methylprednisolone per day for 5 days, the patient
had a slight improvement in ataxia and was discharged
for outpatient follow-up. Neurotoxicity is a common side
effectin patients undergoing chemotherapy, with periph-
eral nerves being more affected than the central nervous
system. Toxicity is usually worse for sensory fibers, gener-
ating paresthesias or proprioceptive deficits when thick
fibers are affected. In this same context, neuronal death
can also be induced by paraneoplastic syndromes, which
are mediated by antibodies produced by immune activa-
tion in response to cancer. Among them, Paraneoplastic
Cerebellar Degeneration mediated by anti-Yo (also known
as anti-Purkinje cell cytoplasmic antibody type-1) stands
out, an antibody specifically directed to the cerebellum
responsible for generating an ataxic syndrome. Ataxia and
sensory changes are common findings in cancer patients
and may have a multifactorial origin. The final outcome
can be influenced by previous pathologies, chemother-
apeutic-induced toxicity and even autoimmunity in a
context of paraneoplastic syndrome.
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A RARE CAUSE OF SENSORY-MOTOR
AXONAL NEUROPATHY WITH HEARING
IMPAIRMENT AND CEREBELAR ATAXIA
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Hospital das Clinicas da Faculdade de Medicina de
Ribeirao Preto. Ribeirao Preto SP, Brazil

Department of Neuromuscular Diseases, UCL Queen
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Unido
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Case Presentation: A 32-year-old adopted man with a
history of frequent falls since childhood presented to our
neurogenetic outclinic. He had normal motor milestones
achievement but presented with progressive unsteady gait
and tremors from the age of five. He has also complained
of sensory disturbance, especially at distal legs and feet,
dysarthria and hearing loss since 8 years old. He denied
any cognitive impairment, seizures, cardiologic or pul-
monary involvement. In the examination he had multi-
directional nystagmus and mild dysarthria. His strength
and DTR were normal throughout. Pinprick and vibration
sense were impaired distally. He had bilateral severe dys-
metria and dysdiadochokinesia, and an ataxic gait with a
broad base, besides a positive Romberg test, suggesting
a mixed sensory-cerebellar ataxia. Nerve conduction
studies revealed a non length dependent sensory-motor
nerve axonal impairment. Needle examination revealed
diffuse chronic denervation affecting cranial, cervical,
thoracic and lumbo-sacral segments. Brain MRI showed
only diffuse mild cortical atrophy. Severe neurosensorial
hearing loss in the right ear and mild loss in the left ear
were evinced in audiometry. His muscle biopsy was unre-
markable. Initial molecular analysis ruled out Friedreich
ataxia, SCA2, SCA3, CMT1A, CMT1B and CMTX1. WES
revealed a hemizygous missense pathogenic variant
(c.512T>C;p.Met171Thr) in the AIFM1 gene. The patho-
genicity of the variant is supported by this location in a
hotspot, deleterious computation prediction (13 out of 16),
high conservation score (phyloP100: 8.692) and absence
on Genome Aggregation Database. Discussion: AIFM1
gene is a nuclear gene related to the transcription of a
mitochondrial homodimeric protein that is required to
maintain the mitochondrial respiratory complexI. ATFM1
related disorders include X-linked deafness, combined
oxidative phosphorylation deficiency 6, spondyloepime-
taphyseal dysplasia with hypomyelinating leukodystrophy
and Cowchock syndrome, CMTX4. Our case highlights
the clinical heterogeneity of this rare variant, pointing
out that in a patient with sensory-motor axonal neurop-
athy with hearing impairment and ataxia, features mostly
seen in mitochondrial disorders, AIFM1 gene must be
considered. Final Comments: AIFM1 gene variants are
extremely rare. Here we describe a case of progressive
ataxia, hearing impairment and sensory-motor neurop-
athy in a male patient without known family history, in
that a hemizygous AIFM1 variant has been found.
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ACUTE CEREBELLAR ATAXIA ASSOCIATED
WITH DENGUE FEVER: CASE PRESENTATION
AND LITERATURE REVIEW

Arthur Ceséario de Holanda, Daniel Alves de Oliveira,
Vitor Maia Arca, Eduardo Maranhao, Geovane
Gomes Silva, Ana Rosa Santana, Raphaelly Ribeiro
Campos, Luisa Van der Linden Ferreira da Silva,
Marcos Eugénio Ramalho Bezerra, Eduardo Sousa
de Melo

Hospital das Clinicas da Universidade Federal de
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Case Presentation: A 70-year-old female was admit-
ted due to vertigo and imbalance associated high fever,
headache, photophobia, myalgia, nausea, and emesis for
5 days. She denied other symptoms, as well as exposure
to predisposing agents. At physical examination, there
was a global asymmetric cerebellar syndrome, without
other abnormalities. Laboratory work-up showed lym-
phocytosis, leucopenia, thrombocytopenia, and increased
liver enzymes. Serologic exams were negative for syphilis,
human immunodeficiency virus, hepatitis Band C viruses,
cytomegalovirus (CMV), rubella, toxoplasmosis, and try-
panosomiasis in peripheral blood, and for CMV, herpes
simplex and varicella-zoster viruses, and toxoplasmosis
in cerebrospinal fluid. Brain MRI with angiography was
unremarkable (Figure 1). During Hospital stay, there was
complete recovery of the systemic symptoms and gradual
improvement of the cerebellar syndrome. She was dis-
charged for outpatient follow-up, during which a positive
IgM (MAC-ELISA) for Dengue virus was identified. Fifty-
four days after symptom onset, she had a normal neuro-
logical exam, remaining with a mild subjective imbalance
complaint. Discussion: Despite uncommon, neurological
involvement in Dengue fever is well recognized, both due
to direct virallesion and to immunomediated mechanism.
Encephalitis and encephalopathy are the most frequent
manifestations; however, meningitis, stroke, myelitis,
Guillain-Barré syndrome, and neuritis have also been
reported. Association between cerebellar syndrome and
Dengue, however, is extremely rare, with only seven other
cases published (Table 1). Acute cerebellar ataxia, part of
aspectrum of cerebellar dysfunction related to inflamma-
tory conditions, is characterized by normal neuroimaging
and complete recovery in two months to three years. As
etiologies are numerous, a throughout investigation must
be performed before establishing this causal relationship.
In our patient, it was possible to confirm recent infection
by Dengue and to exclude other agents associated with
ataxia. Final Comments: The present report corrobo-
rates with the recognition of Dengue virus as a cause of
acute cerebellar ataxia. Considering the infection’s inci-
dence worldwide, it is probable that this association is
underdiagnosed, especially considering the number of
cases of acute ataxia without an identified etiology. Active
investigation of Dengue infection should be a part of the
work-up in such cases.
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APATIENT WITH CEREBELLAR ATAXIA AND A
ITPR1 GENE MUTATION
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Case Presentation: A previously healthy 40-year-old
female presented a 4-year history of gait imbalance and
dysarthria. In the past 2 years, she developed head and
upper limb tremor. Her parents were both alive at the
age of 66 (father) and 60 (mother), both reported by the
patient as asymptomatic. She was of Portuguese ancestry
on the maternal side and Italian and German ancestry on
her paternal side. She had a 16-year-old daughter, also
reported asymptomatic. On the neurological examination,
she presented tandem gait ataxia, dysdiadochokinesia,
dysmetria, nystagmus, hypermetric saccades, and mild
lower limb spasticity. Her ocular movements, cognition,
and peripheral system were unaffected. Unfortunately,
her family members could not be examined, as they cur-
rently live in another city. Ancillary workup for acquired
ataxias, including vitamin E, alpha-fetoprotein, serology
testing, and B12 vitamin were all normal. Brain magnetic
resonance imaging (MRI) showed only mild cerebellar
atrophy. Cervical MRI and nerve conduction studies were
unremarkable. The patient was tested for spinocerebellar
ataxias (SCA) type 3 and type 10, both negative. Whole-
exome sequencing revealed a heterozygous Arg275Trp
variant in the PRKN gene and a heterozygous Asp1882Asn
variant in the ITPR1 gene. With the identification of the
ITPR1 mutation, the diagnosis of SCA 15 was established.
Discussion: The ITPRI1 gene is in the 3p26 chromosome,
and encodes the inositol 1,4,5-triphosphate receptor type
1. Mutation of the gene is transmitted in an autosomal
dominant manner, and this phenotype was correlated
to several neurological syndromes, such as SCA 15, SCA
29, Under-Tan syndrome, and Gillespie syndrome. The
mild symptomatology showed by the patient suggests the
diagnosis of SCA 15. Final Comments: Slowly progressive
cases of cerebellar ataxia can often give the impression of
asporadic or acquired etiology due to an apparent lack of
family history. After reasonable exclusion of such causes,
the possibility of a genetic etiology should be raised and
properly evaluated.

Ataxias

PNKP MUTATION IN BROTHERS: ONE
SYNDROME, TWO PHENOTYPES

Patricia Aurea Andreucci Martins Bonilha, Joao
Vitor M Lisboa, Thabata Emanuelle Martins Nunes,
Beatriz Casarotti, Luiz Eduardo Novis, Leo Coutinho,
Francisco Manoel Branco Germiniani, Helio Afonso
Ghizoni Teive

Universidade Federal do Parana. Curitiba PR, Brazil

patriciambonilha@hotmail.com

Case Presentation: Two brothers attend at our clinical
practice with dysarthria, gait ataxia, polyneuropathy and
oculomotor apraxia. The older one, now with 40 years old,
began at the age of 1 year with gait ataxia, seizures and
neuropsychomotor developmental delay, at 18 years old
was restricted to wheelchair and, actually has severe dys-
arthria, fragmented saccades, ocular apraxia and severe
muscular atrophy and anesthesia and loss of vibratory
sensation in legs and arms, totalizing 40 at SARA score. The
younger one is 21 years old and had history of falls during
childhood, but only with 16 years old the gait ataxia was
evident and, currently, walks with strong support due to
intense postural instability, associated with ocular apraxia,
mild dysarthria, mild symmetric atrophy of hands muscles
and also with compromise of tactile and vibratory sen-
sory in legs and arms. Both had cerebellar atrophy seen
in neuroimaging, nerve conduction study with severe
sensorimotor axonal and demyelinating polyneuropathy,
elevated alfa-fetoprotein and dyslipidemia. The patients
underwent exome evaluation and missense mutation
of PNKP gene in homozygosis was identified and both
were diagnosed with Ataxia-oculomotor apraxia type 4.
Discussion: First described in 2015, ataxia-oculomotor
apraxia due to PNKP mutation was identified in 11 patients
of 8 unrelated Portuguese families. Classified as hereditary
autosomal-recessive cerebellar ataxia, this is a rare neuro-
degenerative disorder and, at the same time, is the second
most frequent cause for recessive ataxia in Portugal. In
literature review of ataxia-oculomotor apraxia 4 cases, we
can find that almost all patients have cerebellar atrophy in
brain MRI. The PNKP gene has a important role in DNA-
oxidative damage repair and its mutation is associated
with Ataxia-oculomotor apraxia type 4, Charcot-Marie-
Tooth disease type 2B2 and Microcephaly, seizures, and
developmental delay. Final Comments: PNPK gene-re-
lated ataxia-oculomotor apraxia has a wide spectrum of
the age of onset of symptoms, and its diagnosis can only
be made with a genetic test, which implies a barrier due
to the cost of the test. Although rare, it should be among
the possible etiologies in ataxia-oculomotor syndromes.
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CEREBELLAR ATAXIA IN PRIMARY
SJOGREN’S SYNDROME WITHOUT
CEREBELLAR ATROPHY

Maria Junia Lira e Silva, Rodrigo André de Souza
Araujo, Matheus de Melo Aziz Cardoso, Alex de
Novais Batista, Marcilio José de Oliveira Filho,
Clauhan Willams Soares dos Santos, Jonata Ribeiro
de Sousa, Fabiola Lys de Medeiros, Jodo Eudes
Magalhées

Universidade de Pernambuco. Recife PE, Brazil

lirajunia@gmail.com

Case Presentation: An 86-years-old woman presented
with imbalance, hand tremors, and frequent falls for 3
years. She reported systemic hypertension, coronary
artery disease, previous hepatitis Band C, and a history of
alcoholism interrupted for more than 10 years. The neu-
rological evaluation showed hypometric saccades in the
pursuit of the gaze, altered vestibulo-ocular reflex, axial
and appendicular signs of cerebellar ataxia more evident
on theleft side. Sensory examination was normal. She had
signs of sicca syndrome, with tongue fissures and thick
saliva, as well as ocular biomicroscopy with altered But
test. Brain MRI showed no cerebellar atrophy, and there
was elevated erythrocyte sedimentation rate and positive
anti-RO. Dosages of vitamin E, thiamine, anti-GAD, pro-
tein electrophoresis, cryoglobulins, and CSF analysis were
normal. Nerve conduction studies were unavailable. In
order to exclude occult neoplasm, mammography, thyroid
and endovaginal ultrasound, and CT scans of the chest,
abdomen and pelvis were unremarkable. Antineuronal
antibodies were not available. Discussion: This patient
met the criteria for Primary Sjogren’s syndrome (PSS)
according to the EULAR-2016. PSS is an autoimmune
inflammatory disease characterized by lymphocytic infil-
tration of the exocrine glands. Up to 70% of patients may
have neurological manifestations, predominating the
involvement of the peripheral nervous system. Cerebellar
ataxia is rarely described, especially in the absence of
cerebellar atrophy. In a series of cases that included 14
patients and sought to characterize ataxia in patients
with PSS, only one 71-year-old woman with dysmetria
and associated sensory ataxia did not have cerebellar
atrophy. Other study reported a 56-year-old woman with
PSS, cerebellar ataxia and limbic encephalitis without
MRI alterations. Immunohistochemistry for antineuronal
antibodies revealed cerebellar Purkinje cell staining. Final
Comments: This is the third case of PSS with cerebellar
ataxia without cerebellar atrophy described in the liter-
ature. Antibodies against Purkinje cells may be involved
in the pathogenesis of the condition. It is worth men-
tioning that due to the latency between the appearance
of neurological symptoms and the detection of cancer, a
paraneoplastic syndrome in similar cases remains pos-
sible, although extensive screening has been carried out.
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ACUTE POSTINFECTIOUS CEREBELLAR
ATAXIA: CASE PRESENTATION

Joao Gabriel Pacetti Capobianco, Luis Felipe
Magalhées Serne Leite, Helena Moretti Bressane

Pontificia Universidade Catélica de Minas Gerais.
Pocos de Caldas MG, Brazil

joao_20_03@hotmail.com

Case Presentation: A previously healthy 16-year-old
boy presented onset of his clinical condition pain in his
right leg and diarrhea, subsequent odynophagia, fever,
and headache. Diagnosed with a viral infection, pre-
scribed azithromycin, which he used without symptom
improvement. After a three days his symptoms evolved
into mental confusion, dysphonia, photophobia, fever,
emesis, asthenia. While in Hospital, he evolved with nys-
tagmus, ataxia, slow speech and vertigo. Brain MRI was
performed, showing hypersignal T2/FLAIR on cerebellar
topography suggestive of viral cerebellitis. Lumbar punc-
ture with CSF analysis was performed, without changes.
The patient was initially treated with acyclovir, with sig-
nificantimprovement of symptoms and ataxic syndrome.
Later on, pulse therapy with methylprednisolone 1g/
day for 5 days was performed, also with improvement
of symptoms, leading to him being discharged from the
Hospital. Patient returned for follow-up of postinfectious
cerebellitis after three months. Neurological examination
evidenced that the patient was oriented, without speech
alterations, grade 5 strength in both MS and MI bilaterally,
gait with no alterations, with unaltered cerebellar tests
and complete improvement of vertiginous symptoms.
Discussion: The acute cerebellitis is a rare condition with
an inflammatory disorder that can cause a different range
of symptoms. The most common symptoms are ataxia,
vomiting and headache. The most affected population is
the pediatric one. It is important to know that acute post-
infectious cerebellar ataxia is a subgroup of acute cerebel-
litis and they both have symptoms of cerebellar ataxia. By
definition an acute cerebellitis is a dysfunction attribute
to a recent infectious illness, vaccination or ingestion of
medication and with a magnetic resonance imaging (MRI)
showingisolated cerebellar inflammation. There are three
outcomes for cerebellar ataxia: full recovery, mild neuro-
logic sequelae not affecting play and school activities or
mobility, or moderate/severe sequelae requiring special
treatment or education. The patient in question showed
total improvement in his condition. Final Comments:
Considering that there is a lack of knowledge about the
incidence of this neurological condition, it is necessary
to discuss and share data related cases of post-infectious
cerebellitis, in order to possible future prospective studies
about the incidence and risk factors.
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SPINOCEREBELLAR ATAXIA 17 OF
ACCELERATED EVOLUTION

Davi Bravo Huguinim Légora, Emerson Gisoldi,
Yngrid Dieguez Ferreira, Matheus Gongalves Maia,
Diogo Haddad Santos, Sophia Bravo Huguinim
Légora

Irmandade da Santa Casa de Misericérdia de Sao
Paulo, Sdo Paulo SP, Brazil
Multivix. Cachoeiro de Itapemirim ES, Brazil

davibravohl2@gmail.com

Case Presentation: Patient, male, 35 years old, previously
healthy, parents healthy and not consanguineous, started
atage 32 with a complaint ofimbalance, characterized by
an insidious and progressive cerebellar ataxic syndrome,
and in less than 6 months of progression, he already
depended on walking support. Associated with this, he
presented with amnestic and dysexecutive mild cognitive
impairment, in addition to depressive-type mood disor-
der. In the same period, he started with epileptic seizures
characterized by behavioral arrest and sphincter release,
without motor tremors. Due to the accelerated progression
of neurological symptoms, despite the innocent cerebro-
spinal fluid, intravenous immunoglobulin was performed
for 5 days, thinking about autoimmune encephalitis, but
without improvement. Advanced brain neuroimaging
showed pancerebellar atrophy without contrast enhance-
ment. Genetic testing confirmed it to be Spinocerebellar
Ataxia type 17 (SCA 17). Discussion: SCA 17 is a rare,
autosomal dominant genetic disease identified by the
abnormal expansion of the CAG/CAA repeat in the TATA-
box-binding protein (TBP) gene, with affected individuals
having more than 41 repeats. The clinical manifestation
begins between 3 and 75 years (mean: 34.6 years), being
defined by cerebellar ataxia (95%), cognitive symptoms
(90%), psychiatric symptoms, epilepsy, and involuntary
movements (chorea, dystonia). By 2005, fewer than 100
families had been reported to have the disease worldwide.
Treatment is currently limited to controlling symptoms,
improving quality of life, but there is still no cure. Final
Comments: Genetic tests are increasingly gaining space
and usefulness in clinical practice, elucidating cases and
directing conducts, which, although often not curative,
are substantial for the individual and family. In this spe-
cific case of SCA 17, by configuring an autosomal domi-
nant inheritance, it made it possible to structure a family
genetic counseling that would guide the family, since the
patient had siblings and children.
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ATYPICAL MIGRAINE WITH TRANSIENT
BINOCULAR BLINDNESS: CASE
PRESENTATION

Gloria Maria Schitini de Souza, Ingrid Pereira
Marques, Cristiana Pessoa de Queiroz Faria Goes,
Carolina Rouanet Calvacante de Albuquerque,
Bruno Castelo Branco Rodrigues, Marcos Martins
da Silva

Universidade Federal do Rio de Janeiro. Rio de
Janeiro RJ, Brazil

gloria-Salvador@hotmail.com

Case Presentation: A 58 year-old male with systemic arte-
rial hypertension, rheumatoid arthritis and HIV started,
3 years ago, episodes of acute bilateral blindness lasting
about 20 minutes, 5 episodes a year, without other symp-
toms. He also had a previous history of intense pulsating
headache, which started 20 years ago, with nauseas, photo
and phonophobia, about 3 times a week, independent
of the blindness episodes. His neurological examina-
tion showed no alterations. Brain MRI, intracranial and
cervical CT angiography, 24h holter and transthoracic
echocardiogram were within the normal limits. He was
started on treatment with valproic acid 250 mg bid, which
was suspended due to trunk urticaria. Amitriptyline 50
mg daily was started, with a reduction in intensity and
frequency of both headache and blindness episodes.
The diagnosis was of migraine with binocular blindness
aura. Discussion: Visual aura is the most frequent type
of migraine associated aura, which mechanism is cortical
spreading depression in the occipital cortex. However,
complete vision loss in both eyes associated with migraine
is extremely rare. Recent publications described binocular
blindness as migraine aura and its main hypothesis was
retinal spreading depression. Studies with chick retinas
showed that retinal spreading depression occurs similarly
to cortex. Furthermore, migraine with binocular blindness
does notappear to be a subform of basilar-type migraine
as the blindness occurs in isolation without other symp-
toms required for ICHD-3 basilar type migraine diagno-
sis, and retinal migraine is characterized by monocular
blindness. A recent case presentation described two
unrelated families with repetitive transient daily blind-
ness in five members that had clinical characteristics of
aretinal electrical signal abnormal propagation that may
be aretinal spreading depression. One study with many
migraine patients showed low incidence of binocular
blindness. They were all female, had some abnormality
of clotting factors and no history of previous aura. Their
episodes were infrequent and may even occur only once
in life. The authors suggest classifying episodes of tran-
sient blindness as an aura-like event of acute onset. Our
patienthad no other cause to explain his symptoms. Both
episodes of bilateral blindness and headache improved
with amitriptyline, contributing to the diagnosis.
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ENCEPHALITIS ASSOCIATED WITH COVID-19
AND THUNDERCLAP HEADACHE: AN
UNUSUAL ASSOCIATION

Emanuelle Bianchi da Silva Rocha, Camila Moraes
Eberhardt, Luciana de Azevedo Tubero, Alex
Bertolazzo Quiterio, Janaina Moraes de Araujo,
Laura Alonso Matheus Montouro, Jodo Pedro Izidoro
Gomes, Rodrigo Fellipe Rodrigues, Gabriel Pina
Paiva, Andressa Regina de Mello Galego

Faculdade de Medicina de Ribeirdo Preto. Ribeirao
Preto SP, Brazil

m.bianchis@hotmail.com

Case Presentation: 51 years-old woman, previous history
of depression and systemic arterial hypertension reporting
sudden holocranial headache thathas progressed to severe
intensity within minutes at onset (thunderclap headache)
started seven days be—fore, which progressed with mental
confusion, inattention inability to meet family members
and difficulty of communication at the day of admission.
General physical examination, including respiratory aus-
cultation and oxygen saturation, was normal except for
the presence of borderline pyrexia (37.7 °C). Neurological
examination showed only mental and cognitive alterations
described as inattention, somnolence, disorientation in
time and space, inability to say her own name or recognize
her husband and language disturbance, characterized by
relative fluent speech, incapacity to name objects, repeat
words or phrases and to obey commands. Computed
angio-tomography (CTA) of the brain excluded bleeding
but showed one aneurysm in the supraclinoid internal
carotid artery. Cerebrospinal fluid had no xanthochro-
mia and evidenced alymphomonocytic pleocytosis with
discrete hyperproteinorraquia. Electroencephalogram
showed symmetrical and disorganized brain electrical,
theta rhythm diffuse and presence of triphasic waves. Due
to Hospital protocol during the Covid-19 pandemic, the
patient underwent computed tomography of thorax and
we found ground-glass opacities suggesting viral infec-
tion. Then, RT-PCR for Sars-CoV-2 with nasopharyngeal
swab and in CSF was performed with both positives.
Therefore, the diagnosis was encephalitis associated with
Covid-19. We opted for supportive care. Patient evolved
with many complications, need of ventila-tory support
and renal replacement therapy with discharged of the
Hospital after 35 days, with no symptoms. At follow-up,
two months later, the only finding was mild inattention.
Discussion: Covid-19 is characterized mainly by respi-
ratory symptoms, however this virus frequently damages
the nervous system, although the mechanism involved is
still unclear. Headache is the most common neurological
symptom and has a great hete-rogeneity, including thun-
derclap headache, which is a red flag and investigation
is mandatory. Final Comments: Headache is common
in patients with Covid-19 and can be the first signal of
this infection or of a complication of that, like enceph-
alitis. In addition, the spectrum of the pain is range and
includes thunderclap headache mimicking an SAH, as
we approach here.
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CHALLENGES OF INTRACRANIAL
HYPERTENSION
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Dias, Raderi Luiz Cardoso dos Santos, Indianara
Keila Pastério, Lorena Dias Aradjo, Francine de
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Aparecida Hirayama, Raquel Mattos Filgueiras
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Sao José dos Campos SP, Brazil

paulohmoliveira96@gmail.com

Case Presentation: A 13 years old female, in December
2021, she started to have daily, moderate-intensity,
tightening holocranial headache, lasting for hours and
improved after the use of simple analgesics. And it was a
headache without warning signs. With persistence of the
headache, but with worsening intensity, the patient was
admitted to the Hospital on 02/19/2022, complaining of
binocular diplopia, with worsening at side views. She pre-
sented new episodes of nausea and vomiting 7 days after
admission. We found on the neurological examination:
she had esotropia and limitation for abduction of the left
eye; Fundoscopy: bilateral papilledema. Cerebrospinal
Fluid (CSF): Opening pressure (OP) 58 cmH20, eryth-
rocytes 15/ cells 23 (Poly 10%; Mono 90%) / Glucose 48 /
Proteins 25 / VDRL non-reactive / Gram absent / China
ink negative. Culture for bacteria and fungi: No growth.
PCR Herpes virus: negative. Capillary glucose: 110 mg/dL.
Patient received Ceftriaxone 4g/day for 7 days, Topiramate
100 mg/day and Acetazolamide 500 mg/day for 12 days.
Venous Angioresonance was performed: transversus
sinus hypoplasia. After 12 days of Hospitalization, patient
was without diplopia with improvement of esotropia. A
new CSF collect was performed: OP: 38 cmH20, cells: 0,
erythrocytes: 30, glucose 52. Capillary glucose: 115 mg/
dL. Discussion: Our patient had a syndromic diagnosis
of Intracranial Hypertension (IH): she had a prolonged
clinical picture with non-spontaneous clinical resolution
(that needed topiramate and acetazolamide to resolve),
in the context of an altered CSFE In fact, this was the
main reason why our patient did not meet the criteria for
Idiopathic IH. The patient presented criteria for aseptic
meningitis (AM), with pleocytosis greater than four cells
in CSF associated with a process free of contamination by
fungi, bacteria or parasites. AM has as main etiologies:
systemic diseases with meningeal involvement, induced
by drugs, because of neoplasic and the most common,
viral. Final Comments: Therefore, our patient presented
TH associated with CSF with characteristics of AM with a
prolonged clinical picture. Due to the various etiologies of
AM, diagnosis and treatment becomes a challenge, espe-
cially when associated with IH in a young patient with a
severe impairment who arrives in the emergency room
with CSF so altered. Please note the context of a public
Hospital with difficulties in identifying viral causes. for AM.
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RAEDER SYNDROME: CASE PRESENTATION

Matheus Gurgel Saraiva, Daniel Vicente de Siqueira
Lima Junior, Maria Yvone Carlos Formiga de Qeuiroz,
Rafael Goncalves Duarte Cunha, Rafael de Souza
Andrade, Jeanina Cabral Dionizio, Daiane Pereira

de Farias, Tatheane Couto de Vasconcelos, Thiago
Medeiros Palmeira de Araujo, Juliana Magalhaes
Leite

Hospital Metropolitano Dom José Maria Pires. Joao
Pessoa PB, Brazil

matheus_gurgel_pb@hotmail.com

Case Presentation: A 33-year-old male patient, without
any previous disease, was admitted due to a headache in
the left frontal region of the head, pulsating, with strong
intensity that started 03 days ago. He denied and previous
similar episodes. On admission examination, he had left
palpebral semiptosis associated with ipsilateral myosis,
with no other clinical signs. During clinical investiga-
tion, a brain magnetic resonance was performed, which
showed no alterations. However, the brain angiotomog-
raphy elucidated an important tapering of the left inter-
nal carotid artery. Later, an angiography was performed
that confirmed carotid artery dissection on the left of
the cervical portion with severe stenosis in the segment,
which led the patient to undergo to angioplasty. Patient
evolved with improvement of pain and normalization of
the neurological examination Discussion: Paratrigeminal
oculosympathetic syndrome or Raeder’s Syndrome is a
rare condition, with an incidence of 1 in 60,000, and was
first described in 1924, consisting of a constant unilat-
eralheadache, accompanied by Horner’s syndrome. Our
patient fulfilled all the criteria according to the ICHD-3
classification. This syndrome can have several causes,
such as tumor, infection, and trauma, but carotid dis-
section is the most common cause. It is divided into two
groups, group I, which includes patients with additional
involvement of some parasellar nerve (III, IV or VI) and
group II, where the parasellar nerves are not affected.
This second group usually has a good and self-limiting
evolution. Final Comments: We present a rare cause of
secondary headache that, after its correct etiological inves-
tigation, had a favorable clinical outcome for the patient.
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TRIGEMINAL AUTONOMIC CEPHALALGIA
ATTRIBUTED TO ISCHAEMIC STROKE: A
CASE PRESENTATION

Vitor Maia Arca, Geovane Gomes Silva, Ana Rosa
Santana, Raphaelly Ribeiro Campos, Arthur Cesério
de Holanda, Daniel Alves de Oliveira, Victor de
Moraes Chagas, Marcos Eugenio Ramalho Bezerra,
Pedro Augusto Sampaio Rocha-Filho

Hospital das Clinicas da Universidade Federal de
Pernambuco. Recife PE, Brazil

vitorm_arca@hotmail.com

Case Presentation: A 42-year-old man, with hyperten-
sion presented with complete right hemi-hypoesthesia,
hemiparesis, and sudden aphasia 2 years ago. He had no
previous history of headaches. Just a few minutes before
these neurological symptoms, he had a severe left temporal
headache. Since then, he continued presenting episodes
of headache with the same characteristics, two to three
times a week, associated with psychomotor restlessness,
ipsilateral conjunctival injection, and lacrimation, which
lasts about 90 minutes but occasionally exceeds 10 hours.
The admission CT of the brain in the emergency room
was normal, but the MRI three months later evidenced a
hypointense lesion in the left pons region. Indomethacin
75mg three times a day, carbamazepine 200mg twice a
day, and propranolol 40mg twice a day were started, but
without a good response. Due to the suspicion of second-
ary cluster headache, a neural block with lidocaine and
dexamethasone of the greater occipital nerve on the left
was performed and the use of sodium divalproate 500mg
daily was started. A 2-month follow-up showed a 90%
decrease in headache attacks. Discussion: Primary tri-
geminal autonomic cephalalgias(TACs) are a rare group
of headache disorders. (1) A high number of secondary
cases of TACs were described with clinical features equal
to primary TACs, and become a diagnostic challenge,
being fundamental for the diagnosis of a complete and
careful anamnesis. (3) Qi Lei et al. described a case of
SUNC secondary to brainstem infarction, demonstrat-
ing the association of infarction of this topography and
trigeminal autonomic cephalgia. (4) Final Comments:
We reported a case of trigeminal autonomic cephalgia
secondary to ischemic vascular injury. Despite being a
rare condition, it can lead to high morbidity. Be aware of
this diagnostic possibility promotes a better functional
outcome for the patient.
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HEADACHE ATTRIBUTED TO SLEEP APNEA:
CASE PRESENTATION

Ana Rosa Santana, Arthur Cesério de Holanda,
Raphaelly Ribeiro Campos, Geovane Gomes Silva,
Vitor Maia Arca, Daniel Alves de Oliveira, Luisa
Couceiro de Albuquerque Macédo, Joao Pedro
Matos de Santana, Marcos Eugénio Ramalho
Bezerra, Pedro Augusto Sampaio Rocha Filho

Hospital das Clinicas da Universidade Federal de
Pernambuco. Recife PE, Brazil

arthur.c.holanda@gmail.com

Case Presentation: A 61-year-old female presented to our
service with chronic headache for 5 years. Initially, she
had two episodes per week; however, frequency increased
up to daily attacks throughout the years. Headache was
bilateral, pulsating, moderate to intense, and was even-
tually associated with nausea. It lasted on average two
hours and always occurred during the morning, usually
right after awakening. There was no worsening with phys-
ical activity, nor history of photophobia, phonophobia,
aura or autonomic signs. She had multiple comorbidi-
ties (i.e., type 2 diabetes, chronic renal failure, obesity,
hypertension, and glaucoma), as well as nonrestorative
sleep, fatigue, snoring, and nocturnal awakenings owing
to pain. Neurological examination and magnetic reso-
nance imaging were unremarkable. Amitriptyline was
started and increased up to 75 mg daily. After 8 months,
the patient had no improvement of the symptoms. A poly-
somnography (PSG) was posteriorly performed, yielding
anapnea/hypopnea index of 62 events per hour. Diagnosis
of obstructive sleep apnea (OSA) was made. After three
months of continuous positive airway pressure (CPAP)
treatment, frequency decreased to one attack per week.
Discussion: OSA is associated with chronic headache.
According to the International Classification of Headache
Disorders - 3rd edition (ICHD-3), sleep apnea headache
is a specific entity, characterized by morning headache
presenting upon awakening and lasting for less than 4
hours, in more than 15 days per month, associated with
confirmed OSA by PSG and pain improvement with apnea
treatment. Our patient had a pattern of tension-type head-
ache without any response to tricyclic antidepressant.
Besides, she had apnea risk factors (e.g., age, body mass
index, hypertension, and post-menopausal status) and
fulfilled all the criteria above-mentioned. The expressive
improvement in frequency and intensity after the gold
standard therapy with CPAP confirms the diagnosis.
Final Comments: The relationship of sleep disturbances
and headache is well known. Pain modulation and circa-
dian rhythm share neuroanatomical structures, such as
brainstem and hypothalamus. Insomnia, sleep-related
breathing disorders and circadian rhythm disorders are
associated with increased headache intensity, attack
frequency and risk of chronification. Therefore, it should
always be remembered in the evaluation of patients with
risk factors and non-responsiveness to first-line treatment
of primary headache.
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SHOCKING, SHARP AND UNILATERAL PAIN
OF ONSET IN THE EIGHTH DECADE OF
LIFE: A CASE-REPORT OF PAROXYSMAL
HEMICRANIA-TIC SYNDROME
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Natalia de Oliveira Silva, Roberto Satler Cetlin,
Fabiola Dach

Hospital das Clinicas da Faculdade de Medicina de
Ribeirao Preto. Ribeirao Preto SP, Brazil
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Case Presentation: A 72-year-old woman with a five-
month history of headaches was admitted at our head-
ache outpatient clinic. The pain was localized in the
periorbital and left temporal regions. It was daily, sharp,
intense, sometimes throbbing, and with diffuse ipsilat-
eralirradiation. Episodes usually lasted about 30 minutes
and occurred five times a day. The patient reported left
hemiface heating during the attacks, however without
conjunctival hyperemia, lacrimation, nasal congestion, or
rhinorrhea. She sometimes referred shocking, short-last-
ing pain triggered by biting food and touching certain
points of the face. Previous treatments with duloxetine,
amitriptyline, lamotrigine, and carbamazepine, initiated
by a neurologist in another clinic, provided no relief. Her
previous medical history was remarkable for treatment
of hypothyroidism and presence of temporomandibular
joint dysfunction (TMJD). Physical examinations during
pain-free periods were normal except for TMJD signs.
Blood counts, liver, renal and thyroid function were nor-
mal, as well as Brain magnetic resonance imaging (MRI).
Still using CBZ, the patient had pain in only the left side
of the face. Therapy was changed to 75 mg a day mg of
indomethacin and was increased to 100 mg a day, with
headache frequency improvement and up to five pain-
free consecutive days. After two months she was admitted
due to recurrence of pain, with the same pattern, however
associated with conjunctival hyperemia and eyelid edema.
Reintroduction of CBZ 400 mg a day in combination
with indomethacin resulted in complete improvement.
Discussion: Paroxysmal Hemicrania-Tic (PH-TIC) syn-
drome is a rare association between chronic paroxysmal
hemicrania (CPH) and trigeminal neuralgia (TN). The age
of onset is usually between the fifth and seventh decades
of life. Features such as pain of different durations, uni-
lateral involvement of the face and partial response to
indomethacin should alert to the overlap between PH and
TN. Frequently, no abnormalities are found in laboratory
tests or in brain MRI. CPH was improved with initiation
of indomethacin and trigeminal neuralgia with reintro-
duction of CBZ. Final Comments: PH-TIC is uncom-
mon, however it should be hypothesized in patients with
short-lasting headaches associated with facial pain that
partially improve with carbamazepine or indomethacin.
by case series, over single pharmacotherapy.
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HALOPERIDOL IN THE TREATMENT OF
MIGRATION STATUS : CASE SERIES
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Case Presentation: Headache is one of the most common
complaints in the medical activity, especially, in emer-
gency care. The migraine is, among the primary headaches,
the most common. However, this is a pain that is often
crippling and is characterized by being strong, pulsatile,
worsening to physical activities, being still duration of 4
to 72 hours, with a unilateral character in the most cases
in addition to being accompanied by nausea, photopho-
bia and phonophobia. In this context, there is an unusual
event, however of great relevance: the “migraine status”
This is a framework for pain thatlasts beyond the 72 hours
verified in migraine crises. In this way, it is common for
abuse of analgesics in the context of “migraine status”
the use of several anti-inflammatory drugs, ergotamine,
tryptans in addition to the non-recommended opium
derivatives. Thus there is in the literature the indication
of haloperidol in the treatment of migraine, especially
in “migraine status” Therefore, a series of seven cases of
treatment of migranea seizures are reported, taking use
ofhaloperidol as pain control medication. Discussion: It
is verified in the literature, for the treatment of migraine,
many analgesic options, specially in recent years, with
the increasingly frequent use of tryptans with gradual
reduction in the use of ergotamines due their adverse
effects. Many patients seeking emergencies have already
taken many groups of analgesic medications even before
get to the Hospital. The use of haloperidol in a series of
seven cases, in an intravenous environment (5 mg) in
five of these cases and intramuscular application (5mg)
in two patients between December 2019 and June 2021, is
discussed. Three patients are male and the other female.
The ages ranging from 28 years to 65 years. In all cases,
there was improvement after the use of the substance
haloperidol, although several analgesics had been used
previously showing the effectiveness of haloperidol com-
pared to other treatments. Final Comments: This study
reinforces the findings in the literature that support the
use of haloperidol in a dose of 5mg in the treatment of
migraine crises, especially in “migraine status’, making
use of the safety and good results that the substance offers.
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Case Presentation: A 38 years-old-woman, caucasian,
civil engineer, residing in Belo Horizonte, Minas Gerais
State, Brazil. She has a depressive disorder and has been
orally using Sertraline daily. She denied using hormonal
contraceptives. She reported chronic headaches for 10
years characterized by monthly episodes of moderate
holocranial pressure starting two days before menstruation
and lasting up to three days after, and episodes of bilateral
frontal pressure headache of severe intensity three to four
times per year. Arose in December 2020 with incipient
right eyelid ptosis. In August 2021, she had a headache
episode thatlasted about 30 days. Vitamin D on June 2021
was 31.8 ng/dL. On January, 10th 2022 presented a new
episode with exacerbation. Presented to the neurologi-
cal examination with a medial deviation of the right eye
when looking up vertically and looking centered, right
pupil mydriatic and photoreactive, and right eyelid ptosis
without worsening of the deficit to repetition stimulation.
Magnetic Resonance Imaging of the brain on January
17th without relevant abnormalities. On March 04th
during clinical reassessment, she reported spontaneous
improvement of the headache. She had symmetrical pupils
but maintained right eyelid ptosis. Intracranial Pressure
non-invasive monitoring by Brain4 Care on March 30th
showed normal oscillation of pressure levels, however, the
P2/P1 ratio altered the change to decubitus, reaching a
value of 1.8, compatible with intracranial hypertension.
Magnetic Resonance angiography of the intracranial
venous system on April 27th revealed a slight volumetric
reduction of the lateral ventricles associated with elon-
gation and tortuosity of optic nerves, notably on the left.
A lumbar puncture with opening pressure of 31cm H20
was performed. Ophthalmoscopy of May 19th without
abnormalities. Optical coherence tomography this day
showed a borderline reduction of the inferior temporal
thickness of both eyes and a reduction of the superior
temporal area of the left eye. On May, 25th started oral
polyvitamin supplement weekly, cholecalciferol weekly,
and acetazolamide twice a day. Discussion: The sixth
cranial nerve is most commonly affected. Third cranial
nerve involvement is distinctly unusual. Final Comments:
Systematic review of cases of ophthalmoplegia in the set-
ting of idiopathic intracranial hypertension published last
year identified only one case presentation of unilateral
oculomotor palsy.
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ONABOTULINUM TOXIN TYPE A AS AN ADD-
ON THERAPY IN REFRACTORY TRIGEMINAL
NEURALGIA: PRELIMINARY RESULTS
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Marcolla, Patricia Aurea Andreucci Martins Bonilha,
Beatriz Cassarotti, Elcio Juliato Piovesan, Hélio
Afonso Ghizoni Teive
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Background: Trigeminal neuralgia (TN) is a rare but
often debilitating condition, characterized by paroxys-
mal attacks of sharp pain in one or more branches of
the trigeminal nerve. Although several pharmacological
options are available for prophylaxis, the treatment of TN
is frequently unsatisfactory. Onabotulinum toxin type A
(OBTA) is proven safe and effective in migraine and cra-
nial neuralgias such as occipital neuralgia, representing
a possible therapeutic option in TN. Objectives: This
study evaluated the effects of OBTA injections in a cohort
of patients with refractory TN. Methods: We enrolled
patients with confirmed TN referred to our botulinum
toxin outpatient clinic, taking standard oral prophylaxis
with partial or no response. The Intensity (estimated
with the visual analog pain scale) and frequency of pain
(estimated by the number of days with pain per month)
were noted before the start of prophylaxis, with prophy-
laxis alone, and 3 months after OBTA injections. OBTA
dosage and number of injection points, as well as other
demographic and clinical data, were noted. Results: Our
preliminary sample of 20 patients was marked by a pre-
dominance of females (n = 11, 55%), with a median age
of 70.5 years (Min 44, Max 87), with idiopathic TN (n=12,
60%). Carbamazepine was the most frequent prophylactic
(used by 14 patients, 70% of the sample). Patients reported
pain with a median intensity of 10 (Min 9, Max 10) and
occurring daily (30 days with pain per month in the entire
sample) before prophylaxis. Although prophylaxis was
effective to reduce pain intensity, lowering an average of
3.5 points (p < 0.0001, IC 95% 2 - 5), it was ineffective to
reduce the frequency, and the entire sample maintained
daily pain. When compared to prophylaxis alone, OBTA
+ Prophylaxis further reduced intensity on average by 4.9
points (p <0.0001,1C95% 3 - 5.9), and reduced frequency
on average by 28 days with pain per month (p =0.002, IC
95% 23 - 30). In our sample, 7 patients (35% of the sam-
ple) reported a full response. The mean duration of effect
was 80.75 + 20.14 days. No side effects were registered in
our sample. Final Comments: Our results suggest that
OBTA is a safe and effective add-on treatment option for
patients experiencing TN refractory to oral prophylaxis.
Although OBTA was particularly effective in reducing the
frequency of painful episodes, further studies are neces-
sary to confirm these findings.
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CAUSE OF STROKE MIMICS
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Case Presentation: Female patient, 39 years old, was
admitted to the emergency department of a private
Hospital in the city of Sdo Paulo, after a severe headache
followed by two episodes of syncope and motor deficit
in the left upper limb. Neurological examination showed
motor deficit in the left upper limb without sensitive
impairment. She had previous history of bipolar affective
disorder, chronic anemia, and overweight with previous
bariatric surgery. The patient was submitted to computed
tomography (CT), arterial angiotomography of the skull
and cervical neck, which showed rare small gaseous foci
in the perivertebral soft tissues and extradural site on the
left side in the craniovertebral transition, near the foramen
magnum. Small foci of pneumocephalus were found in
the posterior fossa, near the left sphenopetrous fissure.
Electroneuromyography (ENMG) of four limbs was per-
formed, with normal results, and brain and cervical mag-
netic resonance imaging (MRI) performed 48 hours after
CT showed no more expression of the changes described
on CT. She was treated with analgesia and was discharged
with referral to rehabilitation service and outpatient fol-
low-up. Discussion: Spontaneous pneumorrhachia is
rare disease and is characterized by the presence of air
in the spinal canal, both in the intradural and extradural
compartments. Itis usually benign with spontaneous res-
olution. Our patient was first suspected as having a stroke,
due to the thunderclap headache and focal motor deficit.
CTrevealed the diagnosis Final Comments: Spontaneous
pneumorrhachia is a rare cause of stroke mimics. Cervical
CT should be carried out in patients with thunderclap
headache and radicular pain in an upper limb.
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ULTRAFAST DYNAMIC CT MYELOGRAPHY
FORTHE IDENTIFICATION OF LEAKAGE
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Case Presentation: A 26 year-old woman with clinical and
neuroimaging criteria for low cerebrospinal fluid (CSF)
pressure headache was submitted to a CT myelography
which identified multiple thoracic meningeal divertic-
ula, but specific site of leakage was not possible due to
temporal resolution. Ultrafast dynamic CT myelogra-
phy was then performed and confirmed opacification
of only a T8-T9 right-side meningeal diverticula in the
initial phases with later opacification of the remaining
diverticula and epidural spaces. Targeted surgical treat-
ment with diverticula coagulation and fat grafting with
fibrin glue resulted in symptoms resolution. Discussion:
Spontaneous intracranial hypotension (SIH) seems to be
related to the structural fragility of the dura mater, which
promotes, even if due to minor traumas (eg, coughing and
sneezing), ameningeal rupture. Cases that are refractory
to clinical treatment may be submitted to a blood patch
or surgical intervention. Only 50% of patients with SIH
improve after the first blood patch. In refractory cases,
the ideal is to identify the exact point of CSF leakage for
surgical correction. Myelotomography is highlighted here,
as it can identify meningeal diverticula, which correspond
to points of fragility. Ultrafast dynamic CT myelography is
an option in cases where there is more than one divertic-
ulum and if you want to identify the one responsible for
the leak. This technique involved positioning the patient
in Trendelenburg and application of intradural con-
trast while the images were obtained. Final Comments:
Ultrafast dynamic CT myelography is a technique that has
been employed mainly in ventral dural ruptures related
to osteophytes, but can also be applied in SIH, besides
the conventional dynamic myelography.
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SHORT-LASTING UNILATERAL
NEURALGIFORM HEADACHE ATTACKS WITH
CONJUNCTIVAL INJECTION AND TEARING
(SUNCT) RESPONSIVE TO INTRANASAL
LIDOCAINE AND NERVE BLOCKAGE: A CASE
PRESENTATION
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Case Presentation: A 75-year-old male patient went
to the emergency department due an intense recur-
rent and refractory daily headache that initiated in the
previous two months, was described as a stabbing, was
exclusively right-sided and had maximal duration of
10 seconds, with recurrence at least every 10 minutes
and no refractory period. It was mostly perceived in the
ophthalmic nerve (V1), with ipsilateral allodynia and
autonomic symptoms, such as conjunctival injection,
lacrimation and ptosis. The pain was unresponsive to
acetaminophen and non-steroidal anti-inflammatory
drugs. In his neurological examination, we reproduced
the headache’s episodes when the right V1 region was
lightly touched. Based on the elevated frequency, short
duration of attacks and presence of ipsilateral autonomic
features, SUNCT diagnosis was made. A treatment regi-
men of trochlear, supra-orbital, major and minor occipital
nerve anesthetic blockades using 2% lidocaine without
vasoconstrictor was made in association with a preven-
tive treatment with Lamotrigine 100mg twice a day. Also,
he was instructed to do a sphenopalatine ganglion block
by slowly dripping 2 mL of intranasal 2% lidocaine in his
right nose when symptoms recurred. The patient had
no pain for at least six months of these treatments, not
needing to use intranasal lidocaine anymore. Discussion:
Trigeminal autonomic cephalalgias comprehend a myriad
of headaches which include the short-lasting unilateral
neuralgiform headache attacks with cranial autonomic
symptoms (SUNA) and with conjunctival injection and
tearing (SUNCT). Intravenous lidocaine has been con-
sistently described as the treatment of choice for acute
episodes, but there is a risk of severe cardiac side effects
(arrhythmias), mainly for older adults. Therefore, they
can benefit from alternate, less harming and secure treat-
ment options such as intranasal lidocaine drip and nerve
blockades in the area corresponding to the pain, like in
this case. Final Comments: Our SUNCT patient had a
very satisfactory response of headache after treatment
with the simple and relatively safe procedures previously
described, which presented efficient acute pain control
within alarge follow-up period. Similar acute treatments
were reported for SUNCT/SUNA with satisfactory results,
but data on this topic are still scarce in the literature, being
based mostly on case presentation and small studies, so
further studies are mandatory in order to corroborate the
findings of this case presentation.
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Case Presentation: A 49-year-old male patient, with
migraine since 10 years old, seeked medical attention
with a new and distinct headache pattern that initiated
in the previous two months and had a progressive inten-
sity and frequency. It was described as a high intensity
continuous pressure in the right frontal-parietal-occipital
topography, with worsening periods of recurrent stabbing
pain episodes. Initially, a cluster headache diagnosis was
suspected due to possible autonomic features associ-
ated and a treatment with a right greater occipital nerve
block, high-flow oxygen and sumatriptan when head-
ache recurred was offered and preventive treatment with
Verapamil was initiated. Also, laboratory and advanced
neuroimaging investigation turned out negative. Two
weeks later, he reported improvement in the right side
pain but described a new headache with the same char-
acteristics as before on the left side that didn’t respond
to the prescribed treatment and reported a worsening of
pain when lying down in his bed. Aleft greater and lesser
occipital nerves block, trigger points injections in bilat-
eral trapezius and left semispinalis were performed and
a lumbar puncture was scheduled. Five days later, the
patienthad a marked headache improvement, presenting
only 3 episodes in 2 weeks, with a mild intensity. Lumbar
puncture revealed a mildly elevated opening pressure (270
mmH20) with significant elevations in cell and protein
counts. A PCR test for M. tuberculosis was positive and
treatment for this condition was initiated. Discussion: A
minority of headache patients have a secondary headache
disorder and the medical literature promotes red flags to
direct the clinician to initiate a workup plan. Sometimes,
we may not proceed to further investigation even with a
red flag present if the patient’s headache presents signif-
icant improvement with medical treatment. In this case,
our patient had significant response to bilateral occipital
nerve blocks but, nevertheless, further investigation was
warranted because of the presence of recent onset of new
headache and positional headache. Final Comments:
Neurologists worldwide estimate that 18% of patients
with a headache have a secondary headache disorder.
This case reinforces that even the improvement of head-
ache with occipital nerve blockage or other treatments
must not exempt the need to investigate the existence
of a secondary cause of headache, which proved to be
crucial for this patient.
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HEADACHE: A CASE PRESENTATION
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Case Presentation: A 67-years-old woman presents in
an outpatient clinic with a 4 month history of new onset
leftheadache and progressive periorbital pain. Few days
before the consultation, she noticed discrete binocular
diplopia on rightward gaze. Considering red flags (new
onset, age > 40 years, persistent hemicrania) a brain mag-
netic resonance imaging (MRI) was requested. The MRI
shows a round expansive lesion at the medial corner of
the left orbit, well-defined margins, measuring 1,5x1,1x-
1,0cm, extraconal, touching the left rectus medialis mus-
cle inferomedially. The lesion had intermediate signal
in T1 and high signal in T2 at its internal portion and
diffusion restriction and post-contrast heterogeneous
enhancement, predominantly peripherally. Hypotheses of
Schwannoma or metastasis were considered for the case.
Upon the metastasis hypothesis, new imaging tests were
performed. A chest CT revealed a 1,8 cm spiky nodule at
the right posterior basal segment of the lung and lym-
phomegalies compatible with secondary implant, neck CT
showed multiple lymphomegalies, abdominal CT showed
hepatic nodules suggestive of secondary implants. Blastic
image at L1 suggestive of secondary implant. The patient
was diagnosed with stage 4 non-small cell lung cancer
and referred to oncology service. Discussion: Although
a minority of patients presenting with headache have
a secondary cause, screening for these cases by ques-
tioning and evaluating some red flags can be useful to
reduce costs, false-positives and/or incidental findings
provided by routine use of blood tests and neuroimaging.
Considering this purpose, acommon mnemonic currently
used is SNNOOP10. Eye is a rare site of lung cancer metas-
tasis although metastasis to the eye represents by far the
most common form of intraocular and orbital cancer.
A review of 42 case presentation of ocular metastasis in
lung cancer found that the most common lung cancer
that metastasizes to the eye is adenocarcinoma. In this
study, ocular symptom was the first referred symptom
in 83% (35) cases. The choroid was the most common
site for ocular metastasis. Final Comments: In our case,
recent onset, age above 50 years, neurologic dysfunction
and progressive nature warranted further investigation,
which was of utmost importance to the diagnosis. We
therefore encourage further neurological investigation
of patients presenting with headache red flags in order
to better establish the diagnosis.
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PERIPHERAL FACIAL PALSY AS A FALSE
LOCALIZING SIGN OF INTRACRANIAL
HYPERTENSION: A CASE PRESENTATION
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Case Presentation: A 30-year-old female patient pre-
sented with acute, pulsatile, progressive, continuous left
occipitofrontal headache, nausea and vomiting. One
week later, she started feeling a heavy sensation on right
hemiface and low vision in the right eye, and after 1 week
in the left eye. She denied diplopia She used combined
contraceptives daily. On physical examination, she had
low visual acuity of 20/80 in the right eye and 20/60 in
the left eye; funduscopy showed papilledema; she also
had right peripheral facial palsy with lagophthalmos
and Bell’s sign. CT angiography showed filling failure in
the left transverse sinus and in the transition between
the sigmoid sinus and the jugular bulb, without signs
of venous infarction. Cerebrospinal fluid showed an
opening pressure of 50cmH?0 and a closing pressure of
25cmH?0, with no changes in the CSF laboratory analysis.
The diagnosis of intracranial hypertension (HI) secondary
to cerebral venous thrombosis (CVT) was defined and full
anticoagulation and acetazolamide were initiated. Thus,
an etiological investigation of peripheral facial paralysis
was carried out; however, CT of the sinuses and tempo-
ral bones, as well as the MRI of the inner ear, were nor-
mal, concluding as a probable cause of a false localizing
signal of HI and CVT. Discussion: The pathogenesis of
false intracranial localization signals usually occurs in
the context of IH with herniation syndromes, with VI
nerve palsy being more common in 14% of idiopathic
intracranial hypertension (ITH) cases. The finding of VII
nerve palsy is uncommon in HI, in a case series of 140
patients with ITH, only 2 cases had VII nerve palsy with a
peripheral pattern. As a possible pathophysiology, there
may be compression or stretching of the facial nerve in
its intratemporal segment close to the facial canal, in
addition to reduced drainage of the extensive venous
plexus that accompanies the nerve in the facial canal.
Final Comments: Although rare, the finding of periph-
eral facial paralysis may have intracranial hypertension
as one of the possible etiologies.

Cefaleia

20

TRANSVERSE SINUS ANGIOPLASTY (TSA)
WITH STENT TO REFRACTORY IDIOPATHIC
INTRACRANIAL HYPERTENSION

Juliana Naback Toniolo, Caroline Darold Vieira, Ellen
Silva de Carvalho, Giulia Maria Ximenes Verdi, Maria
Clara Baseio, Matheus Compart Hemerly, Natalia
de Oliveira Silva, Roberto Satler Cetlin, Daniel
Giansante Abud, Fabiola Dach

Universidade de Sao Paulo. Ribeirao Preto SP, Brazil

juliananaback@gmail.com

Case Presentation: Idiopathic intracranial hypertension
(ITH) is a relatively uncommon syndrome, but in recent
years its prevalence has been increasing. Our group ana-
lyzed data from six patients, mean age of 33.5 years, with
refractory ITH treated in a tertiary neurology center. They
had poor response to pharmacological treatment and were
submitted to a transverse sinus angioplasty (TSA). The
time from symptoms onset to interventionist treatment
varied from 14 days to 4 years. The general technique was
transverse sinus stenting but a sigmoid sinus stent was
also implanted in one of the cases. Three patients had pain
reliefvarying between 1 to 2 days after the procedure with
drugs subsequently withheld. The other three persisted
with pain and it was necessary to maintain medications.
Two of them had an immediate response, but the pain
returned with the same intensity before the procedure.
One of them had headache immediately after the proce-
dure. Discussion: Although the ITH physiopathology did
not have been completely elucidated and multifactorial
mechanisms are proposed, there is a clear association
with obesity and female gender. Recently, it has been
observed that transverse sinus stenosis is a prevalent
finding in these patients, but it is not known if it has a
causal relationship with elevation of intracranial pressure
or if this finding is a consequence of that. The treatment
is based on weight loss and drugs that reduce produc-
tion or increase drainage of cerebrospinal fluid. The aim
is to reduce intracranial pressure, relieve headache and
avoid visual loss. TSA with stent has been pointed out as
an option for refractory cases in which transverse sinus
stenosis with hemodynamic repercussion (pressure gra-
dient greater than 7mmHg) is confirmed by venography.
Final Comments: In refractory IHH with confirmed dural
sinus stenosis, angioplasty with stent placement has been
suggested as an effective therapy. Published meta-anal-
yses consider significant symptom relief - improvement
of up to 90% of papilledema, 80% of visual symptoms,
and 80% of headache. Our case series showed symptom
benefits in only 50% of patients. However, in patients
who responded to therapy, the response was dramatic
and allowed to suspend the pharmacological therapy.
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Case Presentation: P.S.P is a 57 years-old male, with a
past history of resection of an ependymoblastoma in the
thalamic region requiring adjuvant radiotherapy in 1989.
In 2005, he initiated a decline in functionality manifested
by cognitive complaints, loss of balance and gait distur-
bances, with slow and progressive worsening over time. In
the past 4 years, he began to experience throbbing head-
aches with moderate to severe intensity and preceded in
2 to 3 days by auto-limited episodes of aphasia and gait
instability. In 2021, he was admitted to our Hospital pre-
senting a migraine-like episode, accompanied by aphasia
and right-sided hemiparesis, with prolonged duration.
Brain MRI showed T2/FLAIR hyperintensity involving
the cortex of the temporal and occipital lobes of the left
hemisphere, with gyriform gadolinium enhancement,
without water diffusion restriction. Videoencephalogram
showed rare epileptiform discharges in the left tempo-
ral region and left-sided bursts of frontal rhythmic delta
waves. Resonance angiography and blood analysis was
unremarkable. The patient was diagnosed with Stroke-
like migraine attacks after radiation therapy syndrome
(SMART syndrome) and treatment with dexamethasone
and analgesics was initiated, with complete resolution of
the symptoms in 3 weeks. Discussion: SMART syndrome
is a rare delayed neurological complication of cranial
radiotherapy, manifesting years after the initial treatment.
The syndrome usually presents and is diagnosticted with
recurrent and often reversible episodes of migraine-like
attacks, seizures and/or focal neurological deficits, rep-
resenting transitory dysfunction of the irradiated cortical
areas, associated with reversible, transient and unilateral
cortical gadolinium enhancement associated with abnor-
mal T2/FLAIR signal changes of the affected brain region.
Image control after two months can be useful to assess
the resolution of the alterations. Differential diagnosis can
be mainly tissue necrosis. Treatment consists of manag-
ing symptoms with analgesics, anti-seizure medications
and corticosteroids. Typically, the course of the disease
is self-limiting. Final Comments: The case presented
illustrates an extremely rare delayed neurological com-
plication of cranial radiotherapy. SMART syndrome is
a radiologic and clinical entity of importance, since its
recognition as a self-limited disease prevents potentially
iatrogenic diagnostic tests pursuing tumor recurrence and
also potentially harmfull treatments.
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DUMBBEL-SHAPED INTRA AND
EXTRADURAL HYPOGLOSSAL
SCHWANNOMA: CLINICAL PRESENTATION
AND MICROSURGICAL TREATMENT IN
BRAZIL
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Case Presentation: 51-year-old female presented with
history of progressive dizziness for the past 2 years, asso-
ciated with long date left tinnitus. The patient reported
no nausea, gait disturbance, phonation or swallow diffi-
culties. On examination, she was alert and oriented; her
left hemi-tongue was atrophic and showed deviation to
the left side on protrusion. The palate elevation and uvula
contraction were normal, with vomiting reflex preserved,
as well as hearing acuity and cerebellar function tests.
MRI images showed a solid extra-axial lesion, homoge-
neus, with gadolinium enhancement, occupying the left
lateral clivus and petrous bone, with extension to the left
hypoglossal canal and jugular foramen, and also caudal
extension. A cerebral angiography was also performed,
showing left transverse and sigmoid sinuses stenosis,
with predominant contralateral drainage and absence of
tumour blush. After proper investigation, the patient was
submitted to microsurgical resection of the lesion through
a far lateral transcondylar approach. During the surgery
it was observed that the tumour eroded the left occipital
condyle, which was resected; the tumour had also an
intradural extension, which could be removed with pres-
ervation of the hypoglossal nerve. It was not noticed any
dural sinus involvement. The dura was by the end of the
procedure sutured with a galeal patch to cover its defect.
Intraoperative anatomopathological analysis demon-
strated low grade neoplasia suggestive of Schwannoma,
later confirmed by definite immunohistochemical analy-
sis. In the post-operative care, there was no development
of any new neurological deficits and the patient noticed
improvement of dizziness. The tongue symptons from
hypoglossal paresia persisted. During the later 24 months
of follow-up, there was no evidence of tumour recurrence
on clinical examination and MRI images. The first case of
Hypoglossal Schwannoma was described In 1933, with
about one hundred new descriptions in the international
literature since then. The proper treatment consists of
surgical resection of the tumour as curative option, being
the far-lateral transcondylar approach - used in this case
- of great value. This approach enables the exposition of
vertebral arteries and low cranial nerves, what facilitates
the tumour resection with lower risk of damage to physi-
ological vascular and nervous structures.
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Case Presentation: A 38-year-old woman presented with
acomplain of a two-day right retro-orbital pain and right
progressive visual loss. Upon examination, she had a right
relative afferent pupillary defect (RAPD) and dyschroma-
topsia, with normal visual field testing (confrontation)
and funduscopic findings. The visual acuity was 0.8 in
theright eye and 1.0 in the left eye. The automated perim-
etry test (APT) demonstrated a mild superior temporal
reduction in sensitivity in the field of the left eye and a
superior temporal scotoma with diffuse loss of sensitivity
(pseudoconstriction) in the right eye. A more thorough
pupil examination was performed and it was noted that
the pupil finding was not simply a RAPD. When hemifield
light stimulation of each eye was performed individually
(while occluding the non-tested eye) with a beam flash-
light, a peculiar pupil response was noted: right nasal
hemiretina light stimulation demonstrated feeble pupil
contraction, whereas stimulation of the temporal hemiret-
inaresulted in better pupil contraction. In the left eye, the
difference was not as significant as contralaterally, but it
was also notable. These findings have neen reversed after
surgical treatment of the lesion. Discussion: In this study,
we describe a novel chiasmal sign, reporting a patient in
which a pupillary bitemporal hemihypokinesia was not
accompanied by hemianopsia and the phenomenon was
reversible after the surgical treatment. We hypothesizes
that there would be a separation between the afferent
visual fibres and the pupillomotor fibres in the chiasm,
being the last ones responsible for the referred chiasmal
sign (like an ‘alarm signal’) and superficially distributed
in this anatomical structure, similarly to the parasympa-
thetic fibers along the third cranial nerve; they would be,
therefore, susceptible to extrinsic compressive lesions
(and reversible after decompression). Final Comments:
We hope that other researchers will be able to address
the main question of our study and assess the accu-
racy of the indicated chiasmal sign in the diagnosis and
screening of patients with chiasmal diseases of different
aetiologies (e.g., neoplastic, demyelinating, vascular,
and inflammatory diseases) by comparing the results of
automated methods (e.g., pupillometry, pupillary cycle,
retinal ganglion cell analysis) and non-automated meth-
ods (flashlight, slit lamp).

Distiirbio Vestibulares e do Equilibrio

DANGEROUS HINTS AND NORMAL MRI:
DON’T FORGET INFERIOR VESTIBULAR
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Case Presentation: We describe two patients complaining
of sudden dizziness in the emergency department whose
examination revealed dangerous HINTS but normal image
studies. A 52-years-old woman presented with acute ver-
tigo associated with vomiting, tinnitus and severe imbal-
ance. She had left torsional spontaneous and positional
downbeat and torsional to the left nystagmus and normal
vestibulo-ocular reflex (VOR). A 66-years-old man also
presented with acute vertigo, vomiting and imbalance.
He had positional downbeat and torsional to the left
nystagmus, a normal VOR, felt to the right side with eyes
closed when standing on foam, subjective visual vertical
was abnormal (2,5°) to the right. Both patients had normal
brain MRI and abnormal video-head impulse test (VHIT),
showing low gain (0.37 and 0.3 respectively) of VOR for
the right posterior semicircular canal gain of the posterior
semicircular canal and corrective saccades, receiving the
diagnosis of vestibular neuritis of the inferior division of
the right vestibular nerve. Discussion: The HINTS has a
high sensitivity (97%) and specificity (95%) in discerning
central causes of acute vestibular syndromes. Nonetheless,
some peripheral etiologies could mimic central patterns
in the first evaluation. The isolated unilateral involve-
ment of the inferior division of the vestibular nerve may
manifest as positional downbeat nystagmus with normal
horizontal VOR and must be included in the differential
diagnosis in a patient with normal MRI. Final Comments:
An acute onset vertigo, dangerous HINTS, with downbeat
nystagmus and normal brain MRI should remind of ves-
tibular neuritis of the inferior division of the vestibular
nerve. The vHIT is of great help to confirm the diagnosis.
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VERTICAL ONE-AND-A-HALF SYNDROME
IN A PATIENT WITH PECHERON ARTERY
ISCHEMIA: A CASE PRESENTATION
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Case Presentation: A 78-year-old female patient, pre-
sented at the Hospital emergency with approximately
12 hours of sudden onset of diplopia, associated with
dizziness. Neuro-ophthalmological examination showed
no blinking alterations or ptosis. It also revealed torsional
nystagmus associated with bilateral upgaze palsy with
limitation of infraduction on the left. Pupillary reflexes
were hypoactive bilaterally. No facial nerve paresis was
observed. Previous pathological history consisted of type
2 diabetes mellitus and systemic arterial hypertension
(SAH). Laboratory exams had no apparent abnormali-
ties. The cardiac examination also had no evident alter-
ations. Brain Computerized Tomography and Magnetic
Resonance (MR) angiography were normal. Later mag-
netic resonance imaging (MRI) showed a restriction of
the diffusion of water molecules in the thalamic regions
and the mesencephalic tegment more evident in the right
rostral region. The diagnosis was made with the combi-
nation of an ophthalmoparetic syndrome suggesting a
midbrain impairment associated with the MRI results.
Treatment protocol included dual platelet antiaggrega-
tion with acetylsalicylic acid and clopidogrel. Followed
by clopido- grel for 21 days with statin association. At
follow-up, partial recovery was achieved after 3 months
in physical therapy. Discussion: An ischemic stroke of
the aPe can cause stupor, agitation, change in behavior,
aphasia (dominant side), hemineglect (non-dominant
side), and diplopia due to the involvement of the mid-
brain and interstitial nucleus of Cajal (INC), the largest
nucleus of the medial longitudinal fasciculus (MLF).
The INC is the neural integrator for vertical eye move-
ment and is involved in vertical gaze, both with saccadic
generation and the vestibulo-ocular reflex (VOR). Two
different types of VOHS have been described in the liter-
ature. The first: Consists of bilateral paralysis of the gaze
upwards and monocular paresis of the gaze downwards
with injury ipsilateral or contralateral. Paretic look down
to the left and injury to the right. This variant has been
described in thalamomesencephalic lesions, exactly like
our patient. The second one: consists of difficulty to look
down in association with monocular elevation paralysis,
described in bilateral mesodiencephalic infarctions Final
Comments: This report describes a rare type of VOHS
and brings a new insight on a possible aPe topography
possibly causing this clinical presentation.

Distiirbio Vestibulares e do Equilibrio

22

CERVICAL DYSTONIA ASSOCIATED WITH L2-
GLUTARIC ACIDURIA (L2HGA)
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Case Presentation: A 38-year-old female patient, daughter
of consanguineous parents, seeks neurological care with
complaints of worsening gait and seizures. During child-
hood, she presented learning disabilities and regression
in developmental milestones, besides frequent falls and
fainting. From 32 years of age on, he reported repeated
episodes of seizures and gradual worsening of gait, requir-
ing a wheelchair. Recently, he complains of episodes of
behavioral arrest. On physical examination, he presents
cervical dystonia in laterocollis, atetotic movements in
the left upper limb, and stereotyped open-closed move-
ments in both hands. Magnetic resonance imaging of the
skull showed leukodystrophy and ventricular dilatation.
He has a previous diagnosis of Dandy-Walker syndrome.
Finally, genomic analysis was performed, with identifi-
cation of homozygosity in LZHGDH gene and diagnosis
of L-2-Hydroxyglutaric aciduria. Development: LZHGA is
an autosomal recessive neurometabolic disorder caused
by a deficiency of L-2-hydroxyglutarate dehydrogenase
due to homozygous or heterozygous mutations in the
L2HGDH gene. The symptoms are developmental and
cognitive retardation, seizures, gait problems, as there
are cerebellar findings in symptomatic patients such as
ataxia, dyskinesia presented by the patient. However,
acute metabolic decompensation and rapid neurologi-
cal deterioration is usually not common. In patients with
L2HGA, worsening gait/balance, altered consciousness
and seizures, incipient headache may be indicative of
brain tumors.Movement disorders are unusual, atetosis
isrelated to loss of neurons and proliferation of astrocytes
in the caudate and putamen, as well as markedly reduced
gamma-aminobutyric acid and glutamate decarboxylase
activity. Dystonia and dyskinesia, on the other hand, occur
due to inhibition of neuronal glutamate decarboxylase by
glutaric acid with decreased biosynthesis of gamma-ami-
no-butyric acid. Among the neuroradiological findings,
cerebral and cerebellar atrophy as the disease progresses.
As for treatment, riboflavin to increase FAD levels and
carnitine as regulator of DNA damage. Final Comments:
The authors describe a rare case of toxic accumulation of
L-2-hydroxyglutarate causing movement disorder: cervical
dystonia in laterocollis and atetosis in the upper limbs,
with impaired quality of life.
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DYSKINESIAS IN A PATIENT WITH
CEREBROTENDINOUS XANTHOMATOSIS
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Case Presentation: Male, 48 years old, seen at a neu-
rology outpatient clinic, attendant reports total aphasia.
Since childhood he refers to retarded neuropsychomo-
tor development, besides low weight and seizures. Sister
has a similar clinical picture. Presents global ataxia, does
notassume orthostasis, axial component, dysmetria and
decomposition of the upper limbs bilaterally, asymmet-
rical to the left. Extended arms maneuver: high ampli-
tude and low frequency tremor, associated with ataxia.
He has dyskinetic movement of head, trunk and limbs,
axial predominance in the neck region and spontaneous
nystagmus. He has nodules in joints, suggestive of ten-
dinous xanthomas. Symmetrical reflexes bilaterally in
upper limbs and exalted in bilateral patellar, bilateral
flexor cutaneous-plantar reflex, unresectable glabellar.
Magnetic resonance imaging (MRI) of the skull showed
intra-axial, non-expansive, bilateral, symmetrical lesions
in the white matter of the cerebellar hemispheres, associ-
ated with hyperintense areas on T2/FLAIR in brainstem
and basal nuclei, suggestive of cerebrotendinous xan-
thomatosis (CTX) when associated with clinical. Patient
does not use levodopa. Discussion: The (CTX) is a rare
autosomal recessive disease caused by mutations in the
CYP27A1 gene, leading to absence of the mitochondrial
sterol 27-hydroxylase, responsible for cholesterol metab-
olization in the bile synthesis pathway. Thus, there is
accumulation of cholesterol in tissues, including the
brain, leading to progressive neurological dysfunction
marked by dementia, epilepsy, hyperreflexia, spasticity,
movement disorders such as parkinsonism, dyskinesias,
and cerebellar ataxia. In other tissues it causes tendon
xanthomas, atherosclerosis and diarrhea. Cerebellar
ataxia and tremor are justified by lesions in the dentate
nuclei, extending into the surrounding white matter of
the cerebellar hemispheres. Trunk-members dyskinesia
can be explained by neurodegenerative theory, neurotoxic
mechanisms, such as the production of lipid peroxidation,
with excess cholesterol in CTX and free radical formation,
leading to a higher rate of dopamine neuron loss due to
lipid accumulation in the substantia nigra. Furthermore,
CTX s a genetic disease, it can be associated with muta-
tions in the CYP2D6, the dopamine D2 and D3 receptor
genes, and the serotonin 2A and 2C receptor genes that
cause dyskinesia. Final Comments: CTX with dyskinetic
and ataxic movements that are unusual in the presenta-
tion of this disease.
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UNUSUAL MICROBLEEDS CRITICAL ILLNESS
BRAIN MRI OF COVID-19 PATIENT
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Case Presentation: Covid-19, initially described as a
respiratory system’s infection, is currently more and
more recognized as a multiorganic disease, including
neurological manifestations. We are reporting the imag-
ing findings of the rare entity of critical illness-associated
cerebral microbleeds in a COVID-19 45 years old woman
with hypoxic respiratory failure, who was eventually intu-
bated and ventilated, prolonged coma. She was tested
positive for COVID-19 confirmed by reverse transcriptase
polymerase chain reaction. The purpose of this study is
to describe findings, in the form of cerebral microbleeds
affecting different brain structures, observed in MRIs of
critically ill patients. Multiple scattered cerebral microhae-
morrhages diffusely distributed in the juxtacortical white
matter and internal capsule region, sparing the deep and
periventricular white matter, basal ganglia, thalami and
cortex were seen. Cerebral microbleeds and leukoen-
cephalopathy have been described in COVID-19 patients;
although the mechanism remains unknown, possibilities
include endotheliitis with thrombotic microangiopathy,
excessive inflammation, prolonged respiratory failure,
and hypoxemia.
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CERVICAL PAIN AND HYPOGLOSSAL PALSY:
A CERVICAL ARTERIAL DISSECTION SIGN
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Case Presentation: A 42 year old man came to the emer-
gency room presenting a sudden neck pain, on the left
side, that had started while he was jogging. Soon after,
he felt spams and difficulty moving his tongue inside the
mouth, he denied any Other symptoms. On the physical
examination there was no sign of lesion in the pirami-
dal tract. Soon after being admited, he underwent an
AngioCT of the head and neck, that showed a dissection
of the internal carotid artery, in its nasofaringeal portion,
where it has close contact with the 4th segment of the
XII cranial nerve, compressing it. Although it is the most
affected cranial nerve in these lesions, 5% of the cases,
this presentation in uncommon. For any patient with
sudden neck pain, with associated XII nerve palsy it is
imperative to investigate the possibility of carotid dissec-
tion, considering a dissection in the vertebral arteries as
a differential diagnosis.
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MOYAMOYA DISEASE PRESENTING
AS CEREBRAL HEMORRHAGE: CASE
PRESENTATION
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Case Presentation: Female, 41 years old, complained
of sudden headache, vomiting and posterior neck pain
two days ago, evolving with impaired level of conscious-
ness and sphincter release. Past medical history: obe-
sity and hypertension. Physical examination: somno-
lent, responsive to commands, pupils equal round and
reactive to light, hemiplegia and hypoesthesia in the left
lower limb, Kernig and Laségue’s signs positive. CT and
CT-angiography: newly subarachnoid hemorrhage in the
supra and infratentorial cisterns; hematoma in the right
thalamus and intern capsule filling all the four ventricles;
diffuse parietal irregularity of arteries from carotid sys-
tem, with multiples areas of stenosis in filiform flow in
the distal segments of the middle and anterior cerebral
arteries. Cerebral angiography: moyamoya pattern in the
carotid systems. Discussion: The evidences of the sub-
arachnoid hemorrhage and distal arterial irregularities
from carotid system suggested vasculitis or vasospasm,
needing complementation with cerebral angiography that
showed stenosis of the distal supraclinoid internal carotid
arteries with subocclusion/occlusion of the carotid ‘T’
and hypertrophy of the lenticulostriate arteries and of the
cisternal piercing branches compatible with ‘moyamoya’
pattern. Final Comments: Only 10 percent of the cases
of MoyaMoya Disease (MMD) presents as intracerebral
hemorrhage. The most often initial presenting is the
ischemic stroke. In patients with cerebral hemorrhage
the bleeding occurs in deep structures such as the basal
ganglia, thalamus and/or the ventricular system. Cortical/
subcortical bleeding is less frequent. The patient above
presented cerebrovascular syndrome and images with
a specific pattern compatible with the description from
literature for MMD.
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REVERSIBLE ISCHEMIC NEUROLOGICAL
DEFICIT CAUSED BY S-PROTEIN DEFICIENCY
ASSOCIATED WITH THE PRESENCE

OF PATENT FORAMEN OVALE: A CASE
PRESENTATION
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Case Presentation: K.R.G.R., a 36-year-old female patient
presented with sudden aphasia, dyslalia and acalculia. She
had complete remission of these symptoms in about 10
hours, but remained verbalizing with paraphasia for more
than a week, and then evolved completely asymptomatic.
The adopted conduct was, in the first two weeks, treat-
ment with acetylsalicylic acid 300mg a day, request for
investigation tests (electrocardiogram, Holter, transtho-
racic echocardiogram, transesophageal echocardiogram,
Doppler of the carotid and vertebral arteries, chest X-ray
in PA and profile and cranial MRI) and ambulatory mon-
itoring of blood pressure. Serum tests revealed a protein
S deficiency and presence of hyperactivated factor VIII,
possibly related to the use of oral contraceptives. The
conclusion is that the patient had suffered a left parietal
cerebral ischemia, with remitted deficit, caused by an
embolism originating from a state of transitory hypercoag-
ulability and favoured by the presence of a patent foramen
ovale(PFO), confirmed by echocardiography. The patient
started oral anticoagulation with warfarin 5mga day, and
started using an IUD, no longer using oral contraceptives,
with normalization of protein S and factor VIII. Afterwards
the PFO was surgically occluded, and she started taking
acetylsalicylic acid 100mg a day. Discussion: Protein Sis
a cofactor for the cleavage of coagulation factors Va and
VIIIa and its deficiency predisposes to the formation of
venous or arterial thrombi, which when moving lead to
the possibility of ischemic strokes. When the phenome-
non lasts beyond 24 hours with subsequent improvement
itis said to be a reversible ischemic neurological deficit.
Another possible etiology for an ischemia is the persistence
of communication between the cardiac atria, especially
when there is considerable size of this communication,
a large amount of shunt between the chambers and the
presence of an aneurysm or redundant membrane in the
interatrial septum. Final Comments: The association
of diverse etiological pathways may be understood as
being of importance, both for sharing the study, as well
as for analysing the evolution of this patient profile and
choosing the best conducts to be taken, since treatment
ends up necessarily developing on two distinct fronts:
anticoagulant drug therapy and surgical intervention.
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Case Presentation: A 44-year old man with uncontrolled
hypertension presented to the emergency department
with severely increased blood pressure and altered mental
status in the past two hours. At admission, he had acute
hypertension (220/110 mmHg) and impaired kidney func-
tion. He was uncooperative, agitated and confused. Head
CT without contrast showed only mild effacement of cor-
tical sulci, suggesting edema. A fundoscopic examination
showed hypertensive retinopathy with retinal hemorrhage.
A presumptive diagnosis of hypertensive encephalopathy
was made and high doses of intravenous nitroprusside
were immediately initiated for blood pressure control.
Cerebrospinal fluid and electroencephalography were
completely normal. After five days, the blood pressure
was well controlled and the patient recovered without any
neurologic deficits. Brain MRI performed one-week after
admission symmetric enlargment and increased signal
on T2-weighted images of the basal ganglia and base of
the pons without restricted diffusion. Contrast was not
used due to chronic kidney disease. A control MRI after
three-months showed complete resolution of the afore-
mentioned neuroimaging findings. Discussion: This
patient showed classical symptoms of posterior revers-
ible encephalopathy syndrome (PRES), however, atypical
MRI findings led us to reconsider the initial diagnosis and
contemplate differential. Typically MRI findings of PRES,
seen in almost 98% of cases, include symmetric and bilat-
eral hyperintense foci in the parieto-occipital subcortical
regions on FLAIR/T2-weighted images. The imaging find-
ings in this case could be classified as a central variant
PRES, in which lesions are predominantly observed in the
basal ganglia and brainstem, sparing subcortical and cor-
tical regions. Differential diagnosis need to be considered
in this case and infarction, osmotic demyelination, auto-
immune diseases, infectious encephalitis and metabolic
encephalopathies were discarded because MRI pattern
with normal laboratory findings and clinical full recov-
ery without deficits using only antihypertensives. Final
Comments: PRES is a rare and dangerous condition in
which rapid diagnosis and treatment are essential. The
diagnosis of atypical PRES may be challenging then the
condition could be mistaken for other pathologies because
the symptoms are nonspecific and the radiologic findings
are rare, especially when lesions are located in central or
infratentorial regions.
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Case Presentation: A 70-year-old-man with uncontrolled
hypertension presents at emergency department with
sudden diplopia and dysarthria, initiated at home 10
hours late. Neurologic exam showed an upbeat nystag-
mus, vertical diplopia, vertical supranuclear gaze palsy
with normal vestibule-ocular reflex, normal horizontal
gaze, mild dysarthria, left head tilt (Bielschowsky sign),
right eye with hypertropia, excyclotorsion of the left eye
wich was in hypotropia and a comitant skew deviation.
There was no more neurological deficits. Fundoscopic
exam confirmed the contraversive ocular tilt reaction.
A brain MRI study showed acute right paramedian-tha-
lamic infartation. The etiology was atheroembolism and
patient received aspirin and statin. Discussion: Vertical
gaze palsy with normal vestibule-ocular reflex suggests
supranuclear lesion and probably located at the mesen-
cephalic vertical gaze center. However, this topographic
association cannot preserve cranial nerves and at the same
time explain a comitant skew deviation, head tilt and the
excyclotorsion of the eye in hypotropia, causing a contra-
versive ocular tilt reaction. There are graviceptives path-
ways responsible for vestibular tonus (vestibular thalamus)
connected with the interstitial nucleus of Cajal, posterior
commissure, interstitial nucleus of medial longitudinal
fasciculus and Darkschewitsch nucleus (these structures
are the vertical gaze center located at mesencephalon).
These graviceptives pathways are located at thalamic
nuclei of ventral posterolateral nucleus and probably
were lesioned by the right paramedian stroke reported
in this case. Final Comments: There are so many differ-
ent clinical presentations of neurovascular syndromes
of thalamus. The clinical and anatomical correlation is
difficult and neurologic exam is crucial to topographic
diagnosis. This case presentation aims to get familiar to
neurologists a rare presentation of a common disease,
for which rapid diagnostic and treatment are important
to better patient outcome.
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SIMULTANEOUS BILATERAL HYPERTENSIVE
THALAMIC HEMORRHAGIC — AVERY RARE
PRESENTATION
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Case Presentation: A 75-year-old woman, hyperten-
sive, diabetic and smoker with irregular treatment, was
found unconscious and with signs of sphincter release at
home. She was last seen well at 10 am and was admitted
at Hospital at 11 pm. In the emergency room she had
blood pressure 224/127 mmHg, blood glucose 133 mg/
dL, SpO2 98%, 3-points Glasgow Coma Scale, miotic
pupils. Her non-contrast computed tomography showed
bilateral thalamic hemorrhage. Cranial CT angiography
showed no vascular malformations and cranial mag-
netic resonance imaging showed age-matched bilateral
hemorrhage, in addition to deep cerebral microbleeds,
bilateral periventricular microangiopathy and ischemic
lesions with lacunar aspect of indeterminate date. She was
managed conservatively and at the time of publication
of this case she is still in a comatose state with a 7-point
Glasgow Coma Scale. Discussion: Hemorrhagic stroke
has an estimated prevalence of 12-15% of all strokes. The
most common etiologies include amyloid and hyperten-
sive angiopathy. Considering hypertensive angiopathy,
the main sites of hemorrhage are the basal ganglia, thala-
mus, pons and cerebellum. Hemorrhage in the thalamus
represents less than 25% of hemorrhagic strokes and the
simultaneous involvement of these structures is even
rarer. To date, there are less than 15 case presentations
worldwide of bilateral thalamic hemorrhage. The patho-
physiology is still uncertain but is related to the rupture
of microaneurysms or perforating arteries chronically
injured by uncontrolled hypertension. Final Comments:
Our patient had an atypical presentation of bilateral tha-
lamic hemorrhage. It is necessary to exclude important
differential diagnoses such as cerebral venous thrombosis
with hemorrhagic infarction, vascular malformations and
even ischemic stroke with hemorrhagic transformation
for the treatment be performed properly. Some clues that
may help in the diagnosis include the spectrum of small
vessel disease such as periventricular microangiopathy,
deep cerebral microbleeds and previous ischemic lacu-
nar lesions. We hope that this case presentation can help
other colleagues in the future who are faced with the same
radiological images.
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Case Presentation: Male patient, 40 years old, admit-
ted with a headache for 1 week, progressive, weighty,
holocranial, associated with bilateral pulsatile tinnitus,
without suggestive ICH. He progressed to a generalized
tonic-clonic seizure with sphincter release followed by
loss of consciousness in July/2021. He was diagnosed
with SAH in the frontal and right temporal regions by
CT and CTA, and failure to fill the sagittal venous sinus
after contrast administration. He denied any comorbid-
ities or medication use. Referred to ICU with no return of
consciousness. A cranial CT was redone one week later
revealing the resolution of SAH. Arteriography was indi-
cated to search for an aneurysm, however, due to lack of
clinical control, the patient was not submitted. The patient
improved and was discharged. A hematologist diagnosed
thrombosis and indicated anticoagulant therapy (dabig-
atran 150mg). After treatment, partial recanalization of
the superior sagittal sinus was presented by CTA with
thrombosis resolution and an improvement of headache,
but with tinnitus maintenance. The differential diagno-
sis was cerebral venous thrombosis or intracranial dural
arteriovenous fistula (IDAF). New arteriography revealed
the presence of IDAF in the torcula and left transverse/
sigmoid venous sinuses, Cognard grade 1, with an absence
of venous reflux; coupled with partial venous thrombo-
sis of the superior sagittal and left transverse/sigmoid
sinuses. Discussion: IDAFs represent 15% of intracranial
vascular malformations, frequently occurring between
50-60 (age). They may present in a diverse symptomatic
manner, ranging from less aggressive manifestations
(e.g., headache and tinnitus) to more aggressive ones
(e.g., progressive cognitive decline) determined by the
venous drainage pattern and the location of the fistula.
These fistulas mainly occur in the cavernous, transverse,
and sigmoid sinuses, and the cerebral tent. The main way
of classifying IDAFs is according to Cognard types I and
I1a (benign) and IIb, ITa + b, I11, IV and V (malignant). The
benign ones drain directly into the venous sinuses, while
the malignant ones have direct or indirect reflux into the
cortical veins. CT, CTA, and MRI are the first-line diagnostic
tools, but DSA has established itself as the gold standard
for a suspected IDAF. Final Comments: The established
relationship between IDAF with thrombosis and the pos-
sibility of hemorrhagic transformation therefrom obscures
the cause-consequence relationship.
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OPALSKI’S SYNDROME AND COVID-19: CASE
PRESENTATION

Jacqueline Gomes da Silveira, Laura Helena Esteves
Poggianella Santana, Victor Hugo Castro Sa2, Jane
Lacerda Bahia, Dimitria Fortes de Oliveira Borges,
Alberlucio Esquirio Pessoa, Rafael Pallos da Silveira,
Samuel Filippe Motta Martins Dias, Pedro Igor
Figueiredo Turibio, Ismar Andrade da Silveira Neto

Hospital Metropolitano Odilon Behrens. Belo
Horizonte MG, Brazil
Faminas. Belo Horizonte MG, Brazil

jacquelinegomesneuro@gmail.com

Case Presentation: A 64-year-old male patient was admit-
ted at the Emergency Department in January 2022 with
history of sudden onset severe headache followed by
vomiting, right side hemiparesis and ipsilateral sensory
loss. He didn’t receive thrombolytic therapy and showed
progressively improvement of the symptoms. After two
days, he developed sudden onset right hemiparesis, dys-
arthria, dysphagia and gait instability. The patient had a
background of hypertension and epilepsy. Furthermore,
the patient had symptoms of cough and fever three days
previously addition and was diagnosed with COVID-19
at the Hospital based on an antigen test. Neurological
examination showed right side facial weakness, ipsilat-
eral miosis and touch sensory loss. Right side arm and
leg paresis was present associated with left side pain and
temperature loss in trunk and limbs. He also had axial
ataxia and gait instability. Characterizing a rare variant
of the lateral medullary syndrome: Opalski's syndrome.
MRI revealed an acute medullary infarction on the right
dorsolateral portion. Routine blood tests were normal,
as were the cerebrospinal fluid, electrocardiogram and
echocardiogram. CT angiography revealed hypoplasia of
the right vertebral artery. The patient was managed con-
servatively, received secondary prophylaxis with aspirin
and statin, physiotherapy and speech therapy at the stroke
unit. He was referred for outpatient follow-up. Discussion:
Opalski’s syndrome is a rare variant of Wallenberg’s syn-
drome. It is usually caused by vertebral artery occlusion,
compromising blood flow to the lateral region of the
medulla, caudal to the pyramids decussation, leading to
involvement of corticospinal and spinothalamic tracts,
autonomic fibers and cranial nerves. The classical presen-
tation is ipsilateral hemiplegia or hemiparesis, dysarthria,
dysphagia, ipsilateral nystagmus, vertigo, hypoesthesia in
the ipsilateral hemiface and contralateral sensory loss in
trunk and limbs. It’s relevant to be familiar with the syn-
drome as the myriad and bilateral distribution of symp-
toms could lead to difficulties in topographic localization.
It’s also worth mention that the recent COVID infection
and hypertension were risk factors for the stroke event.
Final Comments: Thus, in face of sudden ipsilateral
hemiparesis and cross-sensitivity alterations, this syn-
drome should be considered and appropriate treatment
should be promptly initiated, considering the impact on
survival and prevention of disabling deficits.
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ALICE IN WONDERLAND SYNDROME DUETO
CHRONIC CEREBRAL VENOUS THROMBOSIS
— ARARE CONDITION

Barbara Loiola Santos, Gustavo Maximiano Alves,
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Frederico Fernandes Alessio Alves, Octavio Marques
Pontes Neto, Millene Rodrigues Camilo

USP - Ribeirdo Preto. Ribeirao Preto SP, Brazil

barbaraloiolas@gmail.com

Case Presentation: A 44-year-old man was admitted to the
emergency department with sudden seizures and severe
headache for 3 days. He had a history of pulsatile tinnitus
for 2 years. The patient reported intermittent symptoms of
visual illusion lasting about 10 seconds, characterized by
self-perceived distortions of his body and people’s faces,
consistent with metamorphopsia. He also described
oscillation in the size of objects suggesting micropsia
and macropsia. Physical examination showed proptosis
of the right eye. Fundoscopy showed no macular, vascular
and optic nerve changes. Cranial computed tomography
and angiotomography were performed, which suggested
venous infarction and sinus thrombosis, respectively. The
electroencephalogram indicated focal base epileptogen-
esis of the right occipital lobe due to a structural lesion.
Treatment with 1500mg/day of valproic acid and 20mg/
day of clobazam was initiated with complete resolution
of metamorphopsia, including macropsia, and micropsia.
Later, cerebral arteriography confirmed thrombosis of the
superior sagittal sinus, transverse and sigmoid sinuses
on the right. In addition, a tentorial dural arteriovenous
fistula nourished by posterior branches of the middle
meningeal artery and right occipital artery with drain-
age to cortical veins was visualized. Embolization of the
arteriovenous fistula was performed, and apixaban 10
mg/day was started. The patient evolved with complete
remission of headache and pulsatile tinnitus. Discussion:
Metamorphopsia is a misperception of the size of objects
or body parts due to migraine, epilepsy, intoxication,
or infectious cerebral diseases. They are referred to as
Lilliputian hallucinations and were described as Alice
in Wonderland Syndrome (AIWS). In the present case,
the patient exhibited this syndrome due to focal epilep-
togenesis secondary to a venous infarction caused by a
chronic cerebral venous thrombosis. To our knowledge,
there is only one case of AIWS related to cerebral throm-
bosis reported in the literature. Final Comments: ATWS
is a rare condition caused by severe illness. Therefore,
the early diagnosis is fundamental, and the treatment
also needs to be directed at underlying diseases. This
case presentation aims to familiarize neurologists with
this uncommon condition.
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EPILEPTIC SEIZURES AS STROKE MIMICS
AND CHAMELEONS: A CHALLENGE IN THE
EMERGENCY ROOM
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Ferreira de Oliveira, Marta Rodrigues de Carvalho,
Nayara da Costa Andrade, Pablo Henrique da Costa
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Brazil
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Case Presentation: A - J.C.R,, a 58 year-old male, was
admitted with sudden onset global aphasia, without no
other neurological deficits. An unprecedented focal motor
onset seizure, with secondary generalization, was wit-
nessed athome. After admission to the emergency room,
he underwent a cranial tomography, which didn’t show
ischemic or hemorrhagic lesions. Intravenous thrombol-
ysis was performed. After 24 hours, a new tomography
still showed no signs of acute ischemic stroke. The patient
remained with isolated aphasia and no new seizures were
witnessed. An electroencephalogram showed a periodic
pattern between 1-1,5 Hertz compatible with continuum
interictal-ictal. He completely recovered from his language
deficit with antiseizure medication. B - T.M.B.S., a 39
year-old female, was admitted with a history of unprece-
dented tonic-clonic generalized seizure with subsequent
transient left hemiparesis, which lasted about 1 hour, and
completely remitted. Initial cranial tomography didn’t
show any alterations and she was sent back to her origi-
nal healthcare service for observation. She returned, 48
hours later, with left hemiparesis and dysarthria. A new
tomography showed a subacute ischemic lesion in the
territory of the right middle cerebral artery. Discussion:
This poster reports two cases of relevance for the study
of acute ischemic stroke and epilepsy. The presence of
unprecedented seizures with focal neurologic deficits
may cause diagnostic doubt, as well as in the indication
of thrombolytic therapy. In the first case, the symptom of
aphasia in a patient who was actually in non-convulsive
status epilepticus mimicked an actue ischemic stroke.
The diagnosis of a “Stroke Mimic” was only made later,
with the result of the electroencephalogram. In the sec-
ond case, ayoung woman had a transient ischemic attack
that was mistaken for Todd’s paralysis after a generalized
seizure. 48 hours later, her case was found to be a “Stroke
Chameleon’. Final Comments: Stroke mimics and chame-
leons represent a great challenge in every-day neurological
practice. Approximately 5% of ischemic strokes present
with seizures. Therefore, it is reasonable to proceed with
thrombolytic therapy, in theses cases, if evidence suggests
that residual impairment is secondary to stroke and not
postictal phenomenon. Current evidence shows that, when
in doubt about a stroke mimic, intravenous thrombolysis
should not be delayed, because the risk of symptomatic
intracranial hemorrhage, in these cases, is quite low.
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HYSTOPLASMA CAPSULATUM: AN UNUSUAL
ETIOLOGY OF CENTRAL NERVOUS SYSTEM
VASCULITIS
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Carlos dos Santos, Octavio Marques Pontes-Neto
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Case Presentation: A 47-year-old woman who had been
investigating Systemic Lupus Erythematosus (SLE) was
admitted to the Emergency Room with acute onset right
hemiparesis and hemihypoesthesia. Computed tomogra-
phy scan showed aleft thalamic hypodensity compatible
with a subacute ischemic stroke, along with alacunarisch-
emic lesion in the right internal capsule. Cerebrospinal
fluid (CSF) showed lymphocytic pleocytosis, consumed
glucose and elevated protein levels. The etiologies consid-
ered were autoimmune and infectious disorders. Exams to
rule out the second one were negative. A cranial magnetic
resonance imaging (MRI) showed more ischemic lesions
and diffuse arterial narrowing. The rheumatology team
considered active arthritis as well, so an autoimmune
mechanism was considered the most likely. Due to pro-
gression oflesions and the potential gravity of this condi-
tion, she was submitted to a course of methylprednisolone
and cyclophosphamide. Her initial response was good
and she was discharged a few days later. After one week,
she started with fever, a novel right-sided oculomotor
nerve paresis and mental confusion. Cranial MRI showed
recent ischemic events on the midbrain, pons and right
cerebellar hemisphere. CSF analysis evidentiated wors-
ening of the previous findings with a high opening pres-
sure. A new screening for infectious causes was positive
for histoplasmosis, with a counterimmunoelectrophore-
sis for Hystoplasma capsulatum titer of 1: 16 on CSF and
blood, with negative cultures. In view of the hypothesis
of CNS histoplasmosis leading to vasculitis and ischemic
strokes, antifungal treatment was started. She developed
generalized seizures and progressive somnolence, with
needing for orotracheal intubation. During her prolonged
Hospitalization, she had multiple infectious and clinical
complications. Subsequent radiological studies and CSF
analysis evidentiated poor improvement. Months later, she
was discharged with many neurological sequelae, with a
plan of prolonged oral antifungal treatment. Discussion:
CNS vasculitis is rarely caused by SLE. Infectious causes
must be remembered due to their prevalence, especially
inimmunocompromised patients. Our patient had radio-
logic findings previously described in CNS vasculitis
caused by Hystoplasma, as the main involvement of small
vessels of posterior circulation. However, sometimes it
is necessary to ponder empirical immunosuppressive
treatment because of clinical worsening and sequelae
risks, like in our case.
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POST-COVID CEREBRAL VENOUS
THROMBOSIS COMPLICATED TO DURAL
ARTERIOVENOUS FISTULA ASSOCIATED TO
AUDIBLE PULSATILE TINNITUS WITHOUT
STETHOSCOPE
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Almeida, Diego Eduardo Nunes, Francisco Mauricio
Maia Neto, Vicente Paulo Afonso Abreu, Amanda
Souza Chaves Macedo, Clarice Lima
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Case Presentation: A.O.S., 36-years-old, attended on
09/2020 with a complaint of intense left hemicranial
headache for 01 week associated to nausea, dizziness
and blurred vision. On 10/2020, after refractoriness to
sintomatic treatment, a neuroimage identified cerebral
venous thrombosis (CVT) in the superior sagittal sinus
and partial in the transverse and sigmoid sinuses, greater
on the left. The pacient was treated with enoxaparin full
anticoagulation and then converted to warfarin for 6
months. An extensive laboratory etiological investigation
was done but it’s normal. He had history of Covid-19
infection two months ago. On 04/2021, an image control
was performed and showed chronic CVT in the middle
and posterior thirds of the superior sagittal sinus, and in
the left transverse and sigmoid sinuses. On 07/2021, the
case evolved to left pulsatile tinnitus that worsened when
lying down, audible on ipsilateral periauricular ausculta-
tion and sometimes audible without a stethoscope aid.
A new cerebral angiography was performed on 09/2021
and revealed a dural arteriovenous fistula (dAVF) in the
sigmoid and left transverse sinuses. It was embolized on
11/2021, with tinnitus resolution. Discussion: dAVF can
be congenital, idiopathic or acquired. When acquired,
its main etiologies are traumatic brain injury, otomas-
toiditis, CVT, previous craniotomy and pregnancy. It is
arare complication of CVT, evolving in only 1% of cases.
It is classified into low and high grade. Low-grade ones
(BordenI; Cognard I and Ila) are usually notindicated for
surgery, except in cases of secondary glaucoma, refrac-
tory orbital pain, and pulsatile tinnitus. High-grade ones
(Borden IT and I1T; Cognard IIb, ITa+b, I1I, IV and V) must
be treated early due to of bleeding high risk. This case
becomes particularly rare due to the high possibility of it
has being triggered by the post-covid prothrombotic state.
Final Comments: This is a case of CVT probably related
to a post-covid prothrombotic state, which evolved after
10 months with dAVF associated to intense pulsatile tin-
nitus, resolved after embolization. The case deserves to be
highlighted due to the rarity of its evolution, as well as the
association with an unusual clinical sign of spontaneously
audible pulsatile tinnitus, without a stethoscope aid.
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MARANTIC ENDOCARDITIS LEADING TO
STROKE IN AN ONCOLOGIC PATIENT ON FULL
ANTICOAGULANT DOSE: WHATS LEFT TO
PREVENT NEW EVENTS?
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Case Presentation: We present the case of a 79 year-old
woman on treatment for a metastatic lung adenocarci-
noma diagnosed upon bilateral pulmonary thromboem-
bolism. She was started on apixaban 5mg BID and osim-
ertinib. Six months later, she developed a severe stroke
caused by an occlusive thrombus from right ICA to M1.
She was submitted to mechanical thrombectomy, leav-
ing a residual M1 occlusion, with partial recanalization.
Transthoracic ecocardiogram showed mobile filamen-
tar wooden images adhered to the right coronary and
mitral valves, generating moderate reflux. Laboratory
workup showed a hemolytic microangiopathic anemia
with marked increase in D-dimers levels. Blood cultures
were negative. She was followed with enoxaparin 1mg/kg
BID, with no further vascular events. Discussion: One in
seven ischemic stroke patients can host occult cancers,
with up to 20% of these being discharged as Embolic
Stroke of Undetermined Source (ESUS). Marantic endo-
carditis (ME) is a proposed mechanism leading to stroke
in oncologic patients. It is a rare condition and is strongly
associated with lung adenocarcinoma. It usually dam-
ages healthy valves, leading to the formation of high-risk
embolic thrombi. Permanent anticoagulation is warranted
and surgical approaches are reserved for early disease in
younger patients. Secondary prophylaxis with new direct
oral anticoagulants (DOACS) lacks substantial evidence,
with some studies citing edoxaban 60mg as a potential
player. Vitamine K antagonists (VKA) are more accessible,
butlackin patient safety due to interactions with chemo-
therapy plus higher bleeding rates. Enoxaparin is the most
recommended by specialists, targeting final pathways in
the coagulation cascade, but carries inconvenient logistics
and administration. Since no absolute recommendation
on the topic has been proposed, choosing an anticoagula-
tion strategy in these patients envolves social, economic
and technical issues as well as patient education. Final
Comments: Despite full dose anticoagulation, our patient
still developed a major embolic event, highlighting the
interface between cancer inflammation and thrombosis.
Preventing vascular events in oncologic patients poses a
true challenge, since their hyper coagulable state seems
to be multifactorial and dynamic. Future studies should
approach better stroke prevention strategies, keeping
up with the current therapies that are improving cancer
mortality and morbidity.
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LOBAR INTRAPARENCHYMATOUS
HEMORRHAGE SECONDARY TO AMYLOID
ANGIOPATHY IN AYOUNG FEMALE: A CASE
PRESENTATION
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Case Presentation: This case refers to a 44-years old
female patient, who presented sudden paresis of the
right inferior limb (RIL) associated with frontoparietal
lobar intraparenquimatous hemorrhage in the left cor-
ticosubcortical region, and also hypodense areas in the
white matter. In the propaedeutic, it was performed Brain
MR], it was visualized multiple foci of microbleedings in
the cerebral and cerebellar parenchymas, with alteration
of white matter sign and recent hematoma in the high
left convexity associated with perivascular spaces. With
these findings in the imaging, compatible with small
vessel disease (SVD), it was widened the investigation
to possible inflammatory etiologies (vasculitis, inflam-
matory amyloid angiopathy) with performing of lumbar
puncture to liquor study and it was initiated pulsotherapy
with methylprednisolone for five days. It was not detected
any liquor alterations. There was partial recovery of the
deficits and the patient was discharged with ambulatorial
follow-up for etiology investigation. Nearly one year after
the first event, she presented a new neurologic deficit
with complete right hemiparesis and right hypoesthe-
sia, right homonymous hemianopsia, and aphasia. Brain
Tomography evidenced heterogenous lobar intraparen-
quimatous hemorrhage in the high left frontal convexity,
and also demonstrated multiple foci of microbleedings
with lobar distribution, characterizing possible cerebral
amyloid angiopathy, by the Boston Criteria. Discussion:
Cerebral Amyloid Angiopathy is a relevant etiology of
Lobar Intraparenquimatous Hemorrhage (LIH) and char-
acterizes as deposits of beta-amyloid in small and medium
brain blood vessels, being strongly associated with age.
Its prevalence is higher in patients older than 65 years
old and, in its occurrence in young ones, the medic must
hypothesize inflammatory and hereditary causes. Final
Comments: The investigation of LIH in young patients
must be performed, as this is one of the most common
causes of cerebral venous thrombosis, arteriovenous
malformations, and vasculitis. The occurrence of amyloid
angiopathy in these patients must have the inflammatory
and hereditary origins investigated and the institution of
therapeutic measures, as well as the control of risk fac-
tors is of extreme importance to avoid the recurrence of
bleeding, which could implicate in the loss of functionality
and worsen the individual life quality.
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THE FUNCTIONAL IMPAIRMENT OF
GERSTMANN SYNDROME AFTER A
SUBACUTE STROKE: A CASE PRESENTATION
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Case Presentation: Female patient, 42 years old, incom-
plete elementary school, black, obese, with hypertension,
type 2 diabetes mellitus and depression. Family history of
cardiovascular disease, father with a history of 5 previous
ischemic events and deceased from acute myocardial
infarction. Followed up at the neurology outpatient clinic
due to sequelae ofischemic stroke. She presented the onset
of focal symptoms with right hemiparesis, memory loss
and dysarthria, however, she was managed as an anxiety
crisis in the emergency room. After 3 months, she pre-
sented with a sudden severe headache, which was then
referred to the tertiary center for imaging tests. Cranial
computed tomography showed a hypodense cortical
lesion in the frontal and left parietal lobes. Cranial mag-
netic resonance angiography showed signs of ischemia
in the left perirolacnic cortex. The two ischemic events
had an atheroembolic origin. The patient has a deficit in
spatial and semantic memory and impairmentin instru-
mental activities of daily living. For functional rehabili-
tation, she was referred to our institution. On physical
examination, patients scored 18 points on the Mini Mental
State Examination, with acalculia, agraphia, digital agno-
sia and right-left disorientation, characteristic findings
of Gerstmann Syndrome. In the somatic examination,
homonymous hemianopia on the right and paresis in
the rightlower limb grade IV were observed. Discussion:
Gerstmann Syndrome is characterized by digital agnosia,
right-left disorientation, dysgraphia and acalculia and its
development can be caused by different etiologies, such
asneoplasms or stroke. The presence of the symptom tet-
rad of this condition is rare, so having all the associated
symptoms is not necessary for the diagnosis. It is notewor-
thy the persistence of the patient’s functional disability,
mainly related to cognitive functions, even after the work
of the multidisciplinary team for her rehabilitation and
motor improvement. Final Comments: Recognition of
this syndrome is essential to understand which cognitive
deficits are impacting the patient’s functionality and to
design a better rehabilitation strategy.

Doenca Cerebrovascular

28

ACUTE OCCLUSION OF CENTRAL RETINAL
ARTERY DIAGNOSED BY TRANSCRANIAL
DOPPLER (TCD): A CASE PRESENTATION
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BILATERAL SYMMETRICAL ISCHEMIC
STROKE IN AYOUNG PATIENT: CASE
PRESENTATION
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Case Presentation: 70-years old female, previously with
pre-diabetes, systemic arterial hypertension, and hypothy-
roidism. Presented acute amaurosis in the right eye, being
evaluated by an ophthalmologist, who hypothesized retina
detachment. On the following day, she was admitted to
our service, a tertiary Hospital with an Emergency room
and Neurology. In the admission, she presented NIHSS 0.
Ophthalmoscopy demonstrated indirect evidence of cher-
ry-red spot and applied retina. Brain Angiotomography
was performed, which was normal. Transcranial Doppler
(TCD) with transorbital window was performed, demon-
strating Right Central Retinal Artery (R-CRA) with a resid-
ual pattern, detecting only isolated systolic peaks, findings
compatible with occlusion of the central retinal artery
(OCRA). It was initiated with secondary prophylaxis with
acetylsalicylic acid 100mg per day and simvastatin 40 mg
per day. Exams were performed to investigate the stroke
etiology, resulting in the atherothrombotic etiology with
atheromatosis in the carotid bulbs bilaterally, with ste-
nosis of nearly 50%. Discussion: The OCRA is a medical
emergency that provokes sudden and painless amauro-
sis and it must be treated as “Retinian stroke”. TCD with
transorbital window allows the rapid and reliable detec-
tion of several signs which suggest its presence and even
the OCRA mechanism, such as the absence of flow in the
CRA and the presence of hyperechoic material in the ret-
robulbar circulation of the optic nerve. TCD can detect
signs of OCRA, including in cases with unremarkable
initial ophthalmologic evaluation. It has been evidence
high sensibility of this method, and due to this fact, it is
an important tool to diagnose OCRA and investigate the
stroke etiology, which could guide the clinical treatment.
Final Comments: TCD is a relevant diagnostic method
in the suspect cases of OCRA, which can have no alter-
ations in the angiotomography and ophthalmoscopy.
The OCRA diagnosis is fundamental to establishing the
acute treatment and definition of secondary prophylaxis.
This exam was incorporated into our service in cases and
made it possible for the confection of a specific protocol
to attend OCRA cases.

Doenca Cerebrovascular

Case Presentation: A 30-year-old woman with a past
record of resistant systemic arterial hypertension for 15
years, diabetes mellitus type 1 with irregular treatment,
heart failure, on therapeutic anticoagulation due to right
deep vein thrombosis and seronegative antiphospho-
lipid antibody syndrome, presented to the emergency
department with a sudden onset of left hemiplegia, which
resolved spontaneously in less than an hour. A head CT
was performed and displayed no acute alterations. The
patient was discharged without being evaluated by the
Neurology team. Later that same day, she exhibited a
decreased level of consciousness and bilateral tonic-clonic
seizures, requiring orotracheal intubation and mechanical
ventilation. This time a head CT angiography was ordered
and revealed an occlusion of the left middle cerebral
artery and a subocclusion of the right middle cerebral
artery. A new head CT confirmed bilateral symmetrical
hemisphere infarction. Discussion: This is a relevant case
since it depicts two rare events taking place simultane-
ously: a bilateral symmetrical hemisphere infarction and
the occurrence of an ischemic stroke in a young patient.
The incidence of stroke in young adults is low, however
recent studies have shown an increase in the past years.
This rise can be attributed to traditional risk factors found
inischemic strokes in older adults, such as hypertension,
dyslipidemia, diabetes mellitus and obesity, but also to
alcohol abuse, use of illicit drugs, thrombophilias and
antiphospholipid antibody syndrome. This case illustrates
a catastrophic vascular event in a young woman with mul-
tiple comorbidities that could lead both to thrombotic
and to embolic events. It is important to acknowledge the
occurrence of stroke in the younger population, since its
dismissal could lead to tragic outcomes such as the one
reported here. If the patient had received proper care
when she first presented to the emergency room, with a
probable transient ischemic attack, maybe the bilateral
hemisphere infarction could have been avoided. Final
Comments: It’s of great importance to control risk factors
in young adults, who are in productive and reproductive
age, in order to avoid ischemic events and their disabling
sequels that affect not only the patients but family and
society as well.
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DEEP CEREBRAL VENOUS THROMBOSIS
MIMITING COVID-19-RELATED
ENCEPHALITIS: DISCUSSION OF A CASE IN
PANDEMIC TIMES

Eduarda Basso Badalotti, Gabriel Angelo Garute
Zenatti, Renato Endler lachinski, Rafaela Luiza
Altheia Griza, Luiza Orth, Marcia Bernardon, Lucas
Victoy Guimaraes Zengo

Centro Universitario da Fundacao Assis Gurgacz —
FAG. Cascavel PR. Brazil
Fundacao Hospitalar Sdo Lucas FHSL

duda.badalotti@hotmail.com

Case Presentation: V.Z, 19 years old, female, ballet dancer.
Diagnosed by RT-PCR with COVID-19 7 days before arriv-
ing at the Hospital, came up with a holocranial headache.
One day after, she evolved with apathy and motor apha-
sia, not witnessed. At Hospital admission, the examina-
tion revealed a bedridden patient, Glasgow Coma Scale
of 8, with muscular strength overall reduced. Her risk
factors for trombotic events were the use of combined
oral contraceptive, current infection and recent vacci-
nation against SARS-CoV-2. The patient was submited
to a Magnetic Nuclear Resonance (MRI) of the brain and
lumbar puncture for Cerebrospinal Fluid (CSF) collection.
The MRI showed a symmetrical T2/Flair hyperintensity
in both thalamus and basal ganglia. Also, sparse foci of
diffusion restriction in the supratentorial white matter.
In SWI weighting, were hypointense foci in the deep
venous structures. With administration of Gadolinium,
failure of filling of venous structures and of the straight
sinus were evidenced. The CSF did not show abnormal-
ities. Also, D-dimer in blood was 562 ng/mL. Having
Cerebral Venous Thrombosis (CVT) and Encephalitis as
differential diagnoses, we started anticoagulation with
enoxaparin (1mg/kg 12/12h) and pulsotherapy with
methylprednisolone (1g for 5 days). Ten days after admis-
sion, she was discharged from Hospital walking, with
fluent speech and no sequelae, taking dabigatran 150mg
12/12h. After thirty days of discharge, the MRI showed
an area of sequela gliosis in both thalami. The patient is
clinically well and remains under outpatient follow-up,
without neurological sequelae. She has even returned to
ballet practice. Discussion: COVID-19is clearly related to
thromboembolic events and neurological manifestations,
through several mechanisms. CVT is a cerebrovascular
disease that can eventually mimic encephalitis, with a
non-specific and progressive clinical scenery, mainly
due to changes in the level of consciousness, as presented
by the patient. The diagnosis was only concluded after a
venous Magnetic Resonance Angiography (MRA), per-
formed as soon as the resources were available for this
purpose. Final Comments: The early approach to the
patient and the study of possible differential diagnoses
allowed the medical team to quickly start therapies with
LMWH and pulsotherapy, which contributed to the good
outcome. The cause of CVT was attributed to COVID-19,
by the fact that the patient had an active infection, added
to the other risk factors.
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REVERSIBLE POSTERIOR ENCEPHALOPATHY
SYNDROME IN AYOUNG PATIENT

WITH PRIMARY MALIGNANT ARTERIAL
HYPERTENSION: CASE PRESENTATION

Amanda Leticia Andre, Tatiane Lopes Alves de Jesus
Arroyo, Arthur Coelho Moura Marinho, Nathalye
Fernanda Pedroso Dircksen, Marcelo Simplicio
Carvalho, Lorena Fernandes Kronbauer, Vinicio
Manella Pimentel, Igor Andrade Vasconcelos, Breno
William Correa dos Santos, Damacio Ramon Kaimen
Maciel

Hospital Santa Casa de Londrina. Londrina PR,
Brazil

amanda_leeticia@hotmail.com

Case Presentation: P.S.B, male, 29 years old, low visual
acuity 3 months ago, hypertension requiring sodium
nitroprusside in an infusion pump, altered level of con-
sciousness, and convulsive crisis. Patient with no comor-
bidities. In ophthalmological evaluation, there is evidence
of bilateral papilledema, increased vascular tortuosity,
bilateral microaneurysms and microhemorrhages, and
visual acuity of hand movement. Initially, skull tomogra-
phy (CT) presented diffusely hypodensity in white matter
and hydrocephalus. In cerebrospinal fluid, presence of
protein increase, and alteration of renal function com-
patible with chronic kidney disease. This was followed by
hypotheses of diseases of the white substance of inflam-
matory, infectious, neoplastic or vascular origin. In Cranial
Magnetic Resonance Imaging (MRI), hypersignal in FLAIR
in supra and infratentorial white matter, in optic nerves
and ventricular ectasia. Intracranial arterial angiography
without alterations. Brain biopsy was also performed, with
anormalresult. Serological, infectious and rheumatolog-
ical tests negative, and normal abdominal MRI and renal
arteriography. After satisfactory blood pressure control,
the patient presented complete improvement of mental
confusion, absence of new convulsive crises and partial
improvement of visual deficit. On cranial MRI performed
after one month of Hospitalization, there was a signifi-
cantreduction in the lesions. Given the diagnostic exclu-
sions and patient evolution, the diagnosis of Reversible
Posterior Encephalopathy Syndrome (PRES) was con-
firmed. Discussion: The PRES course with altered level
of consciousness, visual deficits, headache, convulsive
crises and focal deficits. There are divergences on the
pathophysiology, believing that the main point is endo-
thelial damage with vascular extravasation, resulting in
edema. Ittranslates as hypodensity on CT and hypersignal
on cranial MRI, predominantly in occipital and parietal
lobes, but not exclusively. It may be secondary to severe
arterial hypertension, chronic kidney disease, sepsis,
and immunosuppression. In the differential diagnoses
we found infections, autoimmune diseases, vasculitis,
malignant diseases and basilar artery thrombosis. The
treatment does not control the primary etiology. Final
Comments: Atypical and/or infratentorial PRES is less
common, but in the face of a classic clinical picture with
atypical triggering factor should be part of the differential
diagnosis of white matter diseases.
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CEREBRAL VENOUS THROMBOSIS
SECONDARY TO MUTATION IN THE GENE
PROTHROMBIN IN THE CONTEXT OF
VACCINATION AGAINST COVID-19: A CASE
PRESENTATION

Eduardo Mariano Carvalho Silva, Jhonata Gabriel
Moura Silva, Arthur Costa Junger, Fabio Pereira

da Silva Junior, Joao Victor da Cunha Silva, Lays
Saraiva Rodrigues Carvalho, Lorena da Silva Viana,
Luiz Felipe Bezerra de Sousa, Ninivi Daniely Farias
Santos, André Camacho Oliveira Aradjo

Universidade Federal do Maranhao. Imperatriz MA,
Brazil

jhonata.moura@discente.ufma.br

Case Presentation: A 15-year-old woman attended the
medical office with a headache without improvement for
weeks after 30 days of vaccination against coronavirus
with the Ad26.COV2.S vaccine. Denied using contracep-
tives. Evolved with drowsiness, neck stiffness, abducens
nerve paresis, low visual acuity, vomiting, ataxia and mild
asymmetric tetraparesis. Optical Coherence Tomography
(OCT) showed bilateral papilledema. Cerebral Magnetic
Resonance (CMR) and CSF examination without alter-
ations. Spinal manometry confirmed the Intracranial
hypertension (ICH) (75cmH20). A relief lumbar punc-
ture was performed and acetazolamide was started.
Arteriography showed venous thrombosis of the sigmoid
and left transverse sinus. The investigation of the alter-
ation of Leiden V factor, antithrombin III, C and S Protein,
antiphospholipid antibodies was all normal. A positive
result for the prothrombin gene 20210 mutation in het-
erozygosity was obtained. Full anticoagulation therapy
was performed with 5 mg warfarin (INR between 2 and
3) and enoxaparin bridge, associated with topiramate 25
mg/day. Patient remains in outpatient follow-up, with no
signs of disease recurrence. Discussion: Cerebral venous
thrombosis (CVT) is defined as the presence of a thrombus
within a venous sinus, in a superficial or deep intracranial
vein. CVT has a higher incidence in young women, with
additional risk factors, such as pregnancy, puerperium and
use of oral contraceptives®. Headache is the most com-
mon symptom, but focal neurologic deficits, convulsion
episodes and encephalopathies are also evidenced. The
most suitable study technique of venous thrombi is CMR
venography. The coagulogram may indicate the presence
of conditions that help the pathogenesis of CVT and the
research of the thrombophilic status and mutations is
helpful. Lumbar puncture is important to rule out men-
ingitis cases®. In addition, other conditions such as prior
vaccination for COVID-19 as adenovirus vector-based
vaccines are related to thrombotic episodes, through a
mechanism called Vaccine-Induced Thrombocytopenic
Thrombosis (VITT)4. Final Comments: It is noteworthy
that CVT is an uncommon and reversible condition if diag-
nosed and reated properly. Its association with mutations
in the 20210A gene of prothrombin is well established and
inrelation to vaccination itis important to recognize that
the risk of CVT from COVID-19 exceeds that of vaccines.
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VERTICAL AND HORIZONTAL ONE AND A
HALF SYNDROME: A CURIOUS STROKE
PRESENTATION

Mariana Floriano Luiza Piva, Heitor Nunes de
Oliveira Sento-Sé Neto, Flavio Vieira Marques
Filho, Mateus Pradebon Tolentino, Pedro de Souza
Domingues, Luisa Pacheco Avezum, Lorrane
Campidelli Arthuzo, Julian Leticia de Freitas, Pablo
Nascimento Oliveira, Michel Ferreira Machado

Hospital Santa Marcelina. Sao Paulo SP, Brazil

marianaflpiva@gmail.com

Case Presentation: A 69-year-old female patient with a
history of hypertension and heart failure was admitted
with a sudden onset of right hemiparesis, dysarthria, and
diplopia. On neurological examination, she had right
hemiparesis, sparing the face, dysarthria, appendicu-
lar ataxia of the four limbs, cutaneous-plantar reflex in
extension on the right, moderate bilateral ptosis more
prominent on the left. Ocular movements examination
demonstrated bilateral upgaze palsy with limitation of
infraduction on the left, indicating vertical one and a
half syndrome. For horizontal ocular movements, only
the right eye could abduct. Also, there was bilateral con-
jugated leftward palsy, indicating horizontal one and a
half syndrome. Doll’s eye test (oculocephalic reflex) was
absent and the eyes were unable to converge. Brain MRI
showed hypersignal in the midbrain and pons to the left
on T2-FLAIR, with water diffusion restriction, indicating a
recentischemic event. A small right cerebellar lesion with
hypersignal in T2-FLAIR and water diffusion restriction
was also present. Discussion: The one-and-a-half hor-
izontal syndrome is a well-known and well-described
clinical entity, characterized by complete limitation of
ipsilateral horizontal eye movement and limitation of
adduction of the contralateral eye. It occurs due to injury
to the pontine paramedian reticular formation or the sixth
cranial nerve nucleus and the ipsilateral medial longitu-
dinal fasciculus. The vertical one-and-a-half syndrome
is a less frequent entity, characterized by complete lim-
itation of vertical eye movement in one eye and limita-
tion of upward or downward vertical movement in the
contralateral eye. Among its causes, the most common
are related to injury to supranuclear structures, such as
thalamic nuclei. However, other structures related to
the control of the vertical gaze may be involved, such
as reticular formation and pretectal area in the rostral
midbrain, and rostral interstitial nucleus of the medial
longitudinal fasciculus, and interstitial nucleus of Cajal.
The most frequent etiology related to both syndromes is
cerebrovascular disease, followed by demyelinating dis-
eases and encephalitis. Final Comments: The association
between the horizontal and vertical one and a half syn-
dromes is rarely described in the literature. In addition to
changes in ocular movement, our patient also had other
neurological findings that are justified by the topography
of the ischaemic lesions.
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ISCHEMIC STROKE AS AN INITIAL
MANIFESTATION OF LYMPHOPROLIFERATIVE
DISEASE: A CASE PRESENTATION 0S
POLYCYTHEMIA VERA DIAGNOSIS

Rodrigo de Paiva Bezerra, Milena Fernandes Castro,
Pedro Passos Guimaraes, Guilherme Seiti Orikasa

Conjunto Hospitalar do Mandaqui, Sao Paulo SP,
Brazil
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Case Presentation: A 49-year-old female with uter-
ine myomatosis and controlled arterial hypertension.
Admitted with right middle cerebral artery syndrome -
NIHSS 13 and 45-minute therapeutic window; intravenous
thrombolysis was contraindicated due to vaginal bleed-
ing. Past history of nonspecific symptoms of holocranial
headache, dizziness, and mild asthenia.CT angiography
was not performed to assess the possibility of mechanical
thrombectomy. Initial investigation: Electrocardiogram
in sinus rhythm, transthoracic echocardiogram without
any abnormalities of chambers, valves and walls, as well
as systolic and diastolic functions. Control brain CT con-
firmed Ischemic stroke (IS) showed right temporoparietal
cortico-subcortical hypodensity with CT angiography
showing absence of stenoses or plaques in carotid and
vertebral arteries; internal carotid, anterior, middle and
posterior cerebral arteries, as well as vertebral and basilar
arteries with preserved path, caliber and enhancement.
Dynamic assessment with transcranial doppler evidence
means intracranial vessel velocities in the lower limits
of normality for the patient’s age and normal pulsatility
indices. In the laboratory investigation observed: 20.3%
hemoglobin and 59.1% hematocrit. Hematologist evalu-
ation performed bone marrow biopsy with characteristic
immunophenotyping of Polycythemia Vera (PV). She
underwent therapeutic phlebotomy with improvement of
systemic symptoms, hematimetric indexes: Hemoglobin
of 14.6 and Hematocrit of 42% in addition to NIHSS 10
and modified Rankin of 2, outpatient with a Hematologist
at discharge in addition to rehabilitation. Discussion:
Hematological diseases are responsible for about 1% of IS.
Despite being uncommon, IS can be the initial presenta-
tion of lymphoproliferative diseases, with its occurrence
as the first symptom in 15% or more of patients with this
type of condition. Final Comments: Despite the fact that
many patients do not present common causes of IS even
in adults or elderly, we should always pay attention to
less frequent etiologies (non-atherosclerotic or non-car-
diogenic) since the etiological definition of stroke is the
starting point of secondary prophylaxis. and recurrence
of brain damage. In this case, the etiological hypothesis
was based on a basic laboratory test.
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ANEURISMATIC SUBARACHNOID
HEMORRHAGE IN SINGLENTON-MERTEN
SYNDROME: A MERE COINCIDENCE?

Thiago Oscar Goulart, Thire Baggio Machado
Marazzi, Victor Augusto Zanesi Maciel, Lara
Guimaraes Queiroz Silva, José Rosemberg Costa
Lima Filho, Millene Rodrigues Camilo, Francisco
Antunes Dias, Rui Kléber do Vale Martins Filho,
Otavio Costa Vincenzi, Octavio Marques Pontes-
Neto

Hospital das Clinicas da Faculdade de Medicina de
Ribeirao Preto. Ribeirdo Preto SP, Brazil

drthiagogoulart@gmail.com

Case Presentation: A 24-year-old 12-week-pregnant
woman was admitted to the emergency room presenting
hypertension, a thunderclap headache, neckstiffness, and
torpor. She denied trauma. She had a prior medical history
of dental and orthopedic anomalies, arthritis, short stat-
ure; aortic valvulopathy, and refractory systemic arterial
hypertension, in use of four classes of drugs. At the age
of nineteen, she was diagnosed with Singleton-Merten
Syndrome (SMS) by a molecular test, which evidenced
aheterozygous for a c.992C>T p.Thr331Arg variant in the
IFIH1 gene. Until this date, she had no evidence of neu-
rologic involvement/disorders. Her cranial computed
tomography (CT) imaging showed modified Fisher IV
Subarachnoid Hemorrhage (SAH), intraparenchymal
hemorrhage, and calcification of bilateral basal ganglia.
Arteriography showed an aneurysmal in the perimarginal
artery. The aneurysm was successfully treated with coil
embolization. Discussion: SMS and Aicardi-Goutieres
syndrome (AGS) are rare and multisystemic disorders
caused by a gain-of-function mutation in the IFIH1 gene.
Classically, SMS presents involvement of ectoderm tissues,
such as skin and teeth, cardiac involvement, and aortic cal-
cification, but no neurological involvement was reported.
On the other hand, AGS classically presents progressive
encephalopathy, spastic paraplegia, and calcification of
basal ganglia. The variant in the IFIH1 gene identified in
this patient was described previously in a family affected
by both neurological involvement and features of SMS. An
extensive literature review was performed and no report
describing intracranial aneurysm was found even when
there is AGS overlapping occurrence. Final Comments:
This case demonstrates SAH in a patient with probable
overlapping syndromes (SMS and AGS). Because the dis-
eases are extremely rare, there is still a lack of evidence
on whether it is a fortuitous association or intracranial
aneurysms are part of the syndrome spectrum.
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CEREBRAL VENOUS THROMBOSIS
PRESENTING AS REFRACTORY STATUS
EPILEPTICUS IN A PATIENT WITH
COMPLEX ARTERIOVENOUS FISTULA AND
PTEN MUTATION SPECTRUM - A CASE
PRESENTATION

Eduardo Mesquita Souza, Matheus Alves da Silva,
Rafael Braganca Rodrigues Matias, Barbara Maini
de Carvalho, Feres Eduardo Aparecido Chaddad
Neto, Ricardo Souza Abicalaf, Christiane Monteiro
de Siqueira Campos, Alex Machado Baeta

Beneficencia Portuguesa de Sao Paulo, Sao Paulo
SP, Brazil

matheus.alves.123@outlook.com

Case Presentation: A 30 year old patient was admitted to
the Hospital with progressive consciousness impairment.
She had a previous history of a complex arteriovenous
fistula (AVFs), undergoing multiple embolizations. Four
hours after admission, she evolved with a refractory status
epilepticus, controlled using multiple drugs and with the
need of mechanical ventilation. Her admissional mag-
netic resonance imaging showed AVF on transverse and
sigmoid sinus, also involving the inferior portion of the
sagittal sinus associated with cerebral venous thrombosis
on the basal vein of Rosenthal and sphenoparietal sinus.
Her complex anatomy made the thrombus inaccessible
for mechanical thrombectomy. She was anticoagulated
and submitted to four new embolizations, but the venous
hypertension persisted. Surgical venous drainage discon-
nection was made, remaining in a minimal state of con-
sciousness. To elucidate the genetic mechanism behind
the clinical phenotype, an exoma was made, showing a
variant with loss of function on PTEN. She had no family
history of neurological diseases. Discussion: AVFs are
usually unique. However, the coexistence of refractory
and recidivantlesions that progress from the anterior cir-
culation to the posterior circulation, as our case showed,
raise the question if there dormant channels between
dural arteries and sinuses, which open when the sinus
is occluded and venous pressure is increased or that the
venous hypertension may cause hypoxia and produc-
tion of angiogenic factors, that promoted endothelial
growth and neoangiogenesis. In our patient, alteration
on angiogenic factors like tissue plasminogen activator,
may be responsible for the multiple dural fistulas, like on
some patients with PTEN mutation. There are few case
presentations on literature that show the correlation of
patients with Cowden syndrome genotype associated
with arteriovenous fistulas without other clinical man-
ifestations but, until now, many phenotypes are correl-
acionated with PTEN mutations like Cowden syndrome
and Bannayan-Riley-Ruvalcaba syndrome. Some authors
suggest predisposition to thrombosis in these patients.
Final Comments: The FAVD are a subtype of AVFs. Our
case displayed an atypical case of complex and large AVFs,
manifesting with refractory status epilepticus secondary to
acerebral venous thrombosis that caused intense venous
hypertension. The clinical spectrum of PTEN mutations
is heterogeneous, and may involve patients without the
classical sintomatology.
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RECURRENT ISCHEMIC STROKE DUE
TO INTRACRANIAL STENOSIS TREATED
WITH BALLOON-EXPANDABLE: A CASE
PRESENTATION

Thais Takamura, Luiza Gongalves Fraga, Bruno
Camporeze, Camila Carneiro Ferreira, Ludmila
Machado Lima, Vanessa Rizelio, Matheus Kahakura
Franco Pedro
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Brazil
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Case Presentation: A 70 year old female with a history
of ischemic stroke one year ago in the territory of mid-
dle cerebral artery, currently in using of acetylsalicylic
acid and clopidogrel, presented with a new stroke in the
same territory previously affected. Angiography showed
stenosis of 55% of the M1 segment of the right middle
cerebral artery. Due to the recurrence of ischemic events
despite the double antiplatelet therapy, an endovascular
treatment was chosen. The initial planning was a balloon
stent, but dur-ing the procedure, it was not possible to
place the stent, with only the balloon being per-formed,
with good opening of the vessel and evolutionary control
exams with transcrani-al Doppler showing good reper-
fusion and even improvement of the structural pattern
of the wall of the affected vessel. The patient has evolved
well, so far without new recur-rences of ischemic events,
is still under medical treatment. Discussion: Intracranial
stenosis (ICS) is associated with a higher risk of ischemic
stroke. Although the SAMMPRIS trial clearly demonstrated
superiority of aggressive risk factor management plus anti-
platelet therapy over intracranial stenting, the question
remains regarding opti-mal treatment of those patients
who develop recurrent stroke symptoms despite best
medical management. A post-hoc analysis of SAMMPRIS
evaluated the impact of hemodynamic markers, such as
the presence of “water-shed” and impaired collateral flow
on baseline imaging, and rates of recurrent stroke in the
medical arm. The analysis showed that patients with poor
collateral flow and baseline strokes, suggesting a hemo-
dynamic rather than an embolic mechanism, are at most
risk for subsequent stroke with medical therapy alone. This
finding may help identify patients who are more likely to
benefit from endovascular therapy for severe intracranial
stenosis. The optimal way to determine which intracranial
stenosis is “hemodynamically significant” remains to be
determined. Final Comments: Intracranial stenosis is an
important cause of strokes and therefore needs treatment,
especially when symptomatic. Although the overwhelm-
ing majority of patients with ICS should be treated with
best medical therapy, a subset of patients with recurrent
strokes require endovascular revascularization by angio-
plasty with or without stenting.
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NON-DECUSSATION OF THE PYRAMIDAL
TRACT DISCOVERED INCIDENTALLY

IN AN ASYMPTOMATIC PATIENT WITH
ARTERIOVENOUS MALFORMATION: CASE
PRESENTATION

Hermes Castro Araujo Junior, André Luiz Guimaraes
Queiroz, Rafael Andrade Palhares, Débora Ferreira
Mendes, Christiane Monteiro Siqueira Campos,
Victor Hugo Rocha Marussi

Universidade de Fortaleza. Fortaleza CE, Brazil
Hospital Beneficéncia Portuguesa de Sao Paulo,
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Universidade Nove de Julho, Sao Paulo SP, Brazil

hermescaj@edu.unifor.br

Case Presentation: A 47-year-old woman with a 5-month
headache history underwent neuroimage investigation
with a CT scan that suggested an AVM at the right parietal
lobe. She had a clinical past of hypothyroidism denying
previous seizures or weakness. A neurological examina-
tion on admission revealed no focal neurological deficit
and the first brain magnetic resonance imaging (MRI)
did not reveal any parenchymal lesions. The patient
underwent cerebral angiography, which revealed AVM
at the right angular gyrus and a 3-stage embolization
was indicated. In the postoperative of 3rd embolization
session, the patient developed a right motor deficit over
the course of a few days. Brain MRIrevealed a perilesional
cytotoxic edema with restricted-diffusion posteromedi-
ally to the AVM in the right parietal lobe - ipsilateral to
patient’s motor deficit. A 3.0 T MRI Tractography showed
solely unilateral non-crossing corticospinal tract with
no decussation. Discussion: Abnormal pyramidal tract
decussation is a very rare event that can be seen in ecto-
dermal dysplasias. Non-decussation of the pyramidal tract
is observed in several conditions such as Dandy Walker,
Joubert, Kallman syndrome and Ichthyosis. There are only
afew case presentations of incidental findings in healthy
patients. We describe a patient who exhibited hemipa-
resis ipsilateral to an arteriovenous malformation (AVM)
complication after embolization and whose neuroimag-
ing showed a lack of pyramidal tract decussation. Final
Comments: Pathologies of the pyramidal tract are rare
and are frequently associated with genetic and congenital
disorders such as posterior fossa anomalies or congen-
ital mirror movements. However, they can be present in
healthy, asymptomatic individuals and observed when
alesion to motor areas causes ipsilateral motor deficits.
Only a few cases have been described in neurologic
asymptomatic individuals. Our patient presented with
right-sided hemiparesis ipsilateral to an ischemic lesion
after AVM embolization.
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REVERSIBLE POSTERIOR
LEUKOENCEPHALOPATHY SYNDROME
(PRES): CASE PRESENTATION

André Teixeira Souza Castro, Ronaldo Maciel Dias,
André Gustavo Fonseca Ferreira, Ernane Pires
Maciel, Wagner Afonso Teixeira, Rodrigo Torres Sena
Pita, Robercon Alves Carmo, Fernanda Sousa Lima,
Larissa Lucas Schloika, Carolina Flores Welker

Hospital de Base do Distrito Federal. Brasilia DF,
Brazil

andretsscastro@gmail.com

Case Presentation: A 37-year-old male patient was
brought to our Neurologic Emergency Department with
acute ataxic neuropathy, cortical blindness, vertigo, gaze
palsy, skew deviation, paresthesia associated with ton-
ic-clonic seizures and impaired consciousness. As a result
of topographical manifestations, a neurovascular syn-
drome in the vertebrobasilar arterial territory was hypoth-
esized, consequently undergoing an attempt at chemical
reperfusion. However, after the resolution of the acute
phase, the patient remained under amaurosis bilaterally,
and an etiological evaluation was initiated by requesting
MRI Neuroimaging and subsequently lumbar puncture
(LP). Radiological findings include confluent areas of T2
hyper signal and posterior cortical lesions when assessed
using the FLAIR modality. In addition to DWI sequence,
we can distinguish vasogenic edema in the brainstem
and cerebellum. Also, cortical laminar necrosis and the
corpus callosum are observed, suggesting the diagnosis
of Reversible Posterior Leukoencephalopathy Syndrome
(PRES). Promptly recognized, we initiated an etiological
investigation regarding possible associated comorbidities
with severe blood pressure and biochemical management.
After 02 weeks, the patient reported regaining visual
capacity in low acuity, which he progressively recovered
during Hospitalization. Thenceforth, he remains at our
service for adequate neurologic rehabilitation control.
Discussion: Reversible Posterior Leukoencephalopathy
Syndrome (PRES) is a rare clinical and radiological entity
characterized by acute posterior topographical symp-
toms and mostly reversible characteristics when prompt
recognition and treatment occur. The pathophysiology
remains unclear, associating endothelial cell dysfunc-
tion and dysautonomic changes like arteriolar constric-
tion or dilatation, which may lead to a breakdown of the
Blood-Brain Barrier (BBB). Also, as observed in MRI
scans, intense vasoconstriction should evolve with local
hypoperfusion, cytotoxic edema, and cerebral infarction.
The prevention and treatment evolve control of arterial
hypertension, reduction of immunosuppressive drugs, and
electrolyte disturbances management. Final Comments:
This presentation describes a patient with PRES who fully
recovered from his respective Focal Neurologic Deficits
(FND), such as cortical blindness. Most cases in this
syndrome result from case presentation and case series,
requiring multicenter trials to define a reliable conclusion.
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CAROTID WEB: A RARE FINDING INVOLVED
IN ISCHEMIC STROKE

Paula Fiuza Rodrigues Medeiros, Pedro Vinicius
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Case Presentation: A 70-year-old male with medical
history of arterial hypertension, type 2 diabetes, hyper-
lipidemia and metastatic prostate cancer, presented with
acute onset right-side weakness and global aphasia which
had started 2 days before the admission in the Hospital
facility. Patient did not receive IV alteplase. CT revealed an
acute infarct on the left temporoparietal lobe. Computed
tomography angiography (CTA) described a linear struc-
ture in the posterior portion of the carotid bulb on the
left side, suggestive of carotid web, partial occlusion of
M1 segment of the left medial cerebral artery and in M2
e M3 segments as well, without other signs of atheroma-
tosis or stenosis. No evidence of embolism was shown
on the further investigation. The patient received aspirin
100mg and high-intensity statin therapy associated with
strict control of risk factors, without intervention on the
AFMD. In short-term follow-up, patient maintained the
deficits. Discussion: Carotid web is considered an atypical
variant of fibromuscular dysplasia (AFMD) and presents
itself as an abnormal shelf-like intra-luminal projection
of hyperplasia intima in the posterior wall of the proximal
internal carotid artery, best visualized on CTA or carotid
angiography. This finding has potential to cause blood
stagnation, thromboembolism and distal embolization,
with ongrowing evidence of stroke association, specially
in younger patients, but also on hypercoagulable state,
such as malignancy. Previous studies have shown that
carotid web is found in up to 9.5% of patients <65 years of
age with anterior circulation stroke of unknown cause. The
incidence of AFMD in older patients with ischemic stroke
is unknown. In patients with symptomatic carotid web,
without other attributable causes of stroke, antiplatelet
therapy is recommended to prevent recurrence. Carotid
stenting or endarterectomy may be considered in refrac-
tory cases, based on limited data. Nevertheless, optimal
management (medical or interventional) is unknown.
Final Comments: The carotid web is a proposed stroke
mechanism particularly in younger patients without
vascular risk factors. However, it may have an important
roll in older patients. Future studies involving diagnosis
and secondary prevention of symptomatic AFMD should
focus on all age spectrum and on the association with
other risk factors.
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CAROTID WEB: A SUBDIAGNOSED ISCHEMIC
STROKE CAUSE IN YOUNG ADULTS

Isadora Castro Ferreira Oliveira, Déborah Castro
Ferreira Oliveira, Caroline Santos Eneas, Nayara
Costa Andrade, Ana Paula Gées Louly Bustamante,
Pablo Henrique Costa Silva, Eduardo Bernardo
Chaves Neto, Felipe Borelli Del Guerra, André
Gustavo Fonseca Ferreira, Hiram Fernandes Soares

Universidade Federal do Piaui. Teresina PI, Brazil
Hospital de Base do Distrito Federal. Brasilia DF,
Brazil

Escola Superior de Ciéncias da Saude - ESCS.
Brasilia DF, Brazil

castro_isadora@hotmail.com

Case Presentation: 40-year old male was admitted in the
emergency room with a sudden onset left hemiparesis
and asymmetry of the smile 2.5 hours ago. Previously
hypertensive, alcoholic and ex-smoker. The primary neu-
rologic examination showed a right middle cerebral artery
(RMCA) syndrome with a NIHSS (National Institutes of
Health Stroke Scale) of 14. A cranial computerized tomog-
raphy (CT) showed a hyperdensity of the RMCA and an
ASPECTS of 10. Intravenous thrombolytic therapy with
Alteplase 0.9mg/kg was administered, since no contra-
indications were found, with a subsequent NTHSS of 11.
Laboratory investigation, electrocardiogram and trans-
thoracic echocardiogram showed no relevant findings.
An arterial angiotomography (AT) of the cervical vessels
found a minor irregularity with alinear aspectin the pos-
terior wall of the right carotid bulb, suggesting a carotid
membrane, which was confirmed with an angiography.
An angioplasty with stent of the right internal carotid
artery was opted as treatment. Discussion: The carotid
web is a cause of Ischemic Stroke in young adults with no
cardiovascular history and no positive investigation for
other cerebrovascular diseases. It is shown as a projection
of linear aspect inside the bulbar portion of the carotid
artery, and is better visualized in the sagittal cuts of the
CT.Itis an acquired vasculopathy, pathologically defined
as an intimate fibromuscular dysplasia. The ischemic
stroke pathogeny resides in the stagnation of flow and
remote embolization of fibrin-based clots. It can cause
recurrent hemispheric ischemic strokes. Although easily
seen in ATs, the carotid web can be missed or misinter-
preted, as it doesn’t cause a significant hemodynamic
stenosis and can mimic an arterial dissection, non-calci-
fied arteriosclerotic plaque or an intraluminal thrombus.
The diagnostic golden standard is the angiography, with a
non-invasive option being the AT of the neck. Treatment
options include antiplatelet and anticoagulant therapies,
both with a high recurrency rate (40-50%). Both carotid
endarterectomy and angioplasty with stent in the internal
carotid are definitive treatments. Final Comments: The
therapeutic decision making in the secondary prevention
of the ischemic stroke depends on the cause of said stroke,
being the vascular study a primary one in the diagnostic
investigation. The carotid web is an undiagnosed and sub
treated entity, making it an important point of discussion
among neurological cases.
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AN UNSUAL PRESENTATION OF THORACIC
SPINAL CORD ATROPHY DUE TO SUSAC
SYNDROME

Vitor Maia Arca, Ana Rosa Santana, Anne Elizabeth
Ferraz de Andrada, Daniel Alves de Oliveira,

Arthur Ceséario de Holanda, Geovane Gomes Silva,
Raphaelly Ribeiro Campos, Eduardo Sousa de Melo

Hospital das Clinicas da Universidade Federal de
Pernambuco. Recife PE, Brazil
Fundacéao Altino Ventura FAV

vitorm_arca@hotmail.com

Case Presentation: A 35-year-old man presented with
3 years history of progressive crural paraparesis and uri-
nary incontinence. He had a previous Hospitalization for
cognitive symptoms, headache and seizure. Was observed
in MRI increased T2 signal in the corpus callosum and
lumbar puncture showed an increase protein ( 86 mg/
dL) and White cells (9 with 88% neutrophils). Because
of these findings, at this moment, the main hypothesis
was multiple sclerosis (MS). A treatment for presumed
primary demyelinantion disease with methylprednis-
olone was performed with improvement of the mental
confusion. Three years later was performed another MRI,
showing increased T2/FLAIR signal in the central corpus
callosus, assuming snowball appearance. At this time he
reported urinary incontinence, erectile dysfunction, sen-
sory symptoms and weakness. Physical exam showed a
crural paraparesis and a spastic gait. Moreover he had an
ophtalmological examination showing areas of ischaemia
demonstrating branch retinal artery occlusion and the
MRIimages had involvement of central corpus callosum
and deep grey matter lesions in the basal ganglia. The
image of spinal cord showed a thoracic atrophy with no
sign enhance and cerebrospinal fluid analysis was nor-
mal. Under these circumstances another acute treatment
was not performed. The presumptive diagnosis of Susac
Syndrome was made. Discussion: Susac's syndrome is
arare autoimmune disease that affects the microvascu-
lature. It’s an endoteliopathy that can be manifest with
neurological, visual or auditive symptoms. (1) The clas-
sic clinical presentation was described as the triad of
encephalopathy, sensorineural hearing loss and branch
retinal artery occlusion. (2) Our patient had bilateral and
multiple retinal ischaemia, but no involviment of the optic
nerve. Although his spinal cord image showed an thoracic
atrophy, spinal cord involvement was extremely rare in
Susac’s syndrome. (4) Final Comments: Susac syndrome
is a rare disease and the differential diagnosis includes
others autoimmune diseases, infectious diseases and
paraneoplastic syndromes. The ocular and vestibule-co-
chlear involvement, along with neurological symptoms
were cardinal features of the syndrome, but it could not
be seen at the same time. Presentation with spinal cord
involvement is rare, but have been described and it’s
important to be known or could lead to a misdiagnosed
with other demyelination disease.
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THROMBOLYSIS PERFORMANCE IN A
BRAZILIAN PUBLIC SERVICE

Jane Lacerda Bahia, Dimitria Fortes de Oliveira
Borges, Ana Luisa Carvalho Santiago, Rafael Pallos
da Silveira, Jaqueline Gomes da Silveira, Laura
Helena Esteves Poggianella Santana, Marilia
Fontenelle e Silva, Raisa Cristina Teodoro e Silva,
Joana Luiza Rojo, Alberlucio Esquirio Pessoa

Hospital Metropolitano Odilon Behrens. Belo
Horizonte MG, Brazil

janelbfarm@gmail.com

Background: Stroke is the second most common cause
of morbimortality worldwide and one of the mostimport-
ant causes of death in Brazil. The ischemic stroke is the
most common type and its treatment in the acute phase
aims to restore the cerebral blood supply. This treatment
can be performed by intravenous thrombolysis with
alteplase and/or mechanical thrombectomy, the latter
not being available in most of brazilian public Hospitals.
Thrombolysis is currently one of the first line treatments
in patients with acute ischemic stroke within 4,5 hours of
symptom onset. Available data shows functional improve-
ment of patients 3 to 6 months after treatment. The most
dreaded complication of thrombolytic therapy is symp-
tomatic intracerebral hemorrhage which is associated
with risk factors such as high blood pressure, diabetes
mellitus, advanced age, microangiopathy, atrial fibrilla-
tion and stroke severity. Objective: Reveal data about the
benefits and possible complications of the patients treated
with IV thrombolysis in a real life scenario in a brazilian
public Hospital, in comparison with the data in the liter-
ature, focusing on hemorrhagic complications. Method:
A prospective observational study was conduted between
November/2019 and April/2020. The sample was calcu-
lated to compare outcomes with the studied population
and the data of the available RCTs. The study included 53
sequential patients diagnosed with acute stroke treated
with thrombolytic therapy. Results: Most of the patients
were female and the mean age was 70 years old. The
symptomatic hemorrhagic transformation rate was slightly
higher in our study, as was the rate of worsened NIHSS
after 24h of treatment, compared with data from the RCTs
ECASS IT and ECASS III. Moreover, 24,5% of the patients
had other complications such as angioedema, hyperten-
sion and seizures and 15,09% of the patients died. Final
Comments: It was observed that the population in our
study was older and had at baseline more comorbidities,
which are probably the features associated with higher
odds of complications. In addition, despite the higher
rates of hemorrhagic transformation, the patients in
the study had an improvement in the functional status
similar to the comparative studies. All in all, although in
real life settings the rate of complications appears to be
higher than that of RCTs, thrombolysis still leads to better
outcomes, and therefore should be performed following
proper protocols.
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EIGHT AND A HALF SYNDROME: CASE
PRESENTATION

Luiza Alves Monteiro Torreao Villarim, Matheus
Gurgel Saraiva, Rafael de Souza Andrade, Maria
Yvone Carlos Formiga de Queiroz, Paulo Antonio
Farias de Lucena, Mylena Gaudéncio Bezerra,
Jeanina Cabral Dionizio, Arthur Felipe Barbosa
Vasconcelos, Francisco Anderson de S& Carvalho,
Thiago Medeiros Palmeira de Aratjo

Hospital Metropolitano Dom José Maria Pires. Joao
Pessoa PB, Brazil

luizavillarim@hotmail.com

Case Presentation: Female patient, 52 years old, hyper-
tensive, was admitted to the service with a complaint of
blurred vision and difficulty closing her left eye suddenly
24 hours ago. She denied other symptoms or previous
episodes. On examination, she had medial rectus muscle
paresisin the right eye and lateral and medial rectus mus-
cle paresis in the left eye, facial paralysis of a peripheral
pattern on the left, without further changes. The follow-
ing exams were performed: cranial tomography without
alterations, skull magnetic resonance imaging (MRI) with
recent lacunar ischemia in the left pons, normal cranial
magnetic resonance angiography, neck magnetic reso-
nance angiography with tapering and parietal irregular-
ities in the distal portion of the foraminal segment (V2)
of the left vertebral artery at the level of the axis tooth,
without defining dissection areas to the method, normal
echocardiogram, normal 24-hour Holter. Dual antiplatelet
therapy, statin and blood pressure control were started.
Discussion: Eight-and-a-half syndrome (EHS) is rare, with
few cases described in the world literature. Its early recog-
nition is of great practical importance, as it has varied and
potentially serious etiologies, with different therapeutic
implications. It is characterized by conjugated horizon-
tal gaze palsy, ipsilateral internuclear ophthalmoplegia,
and peripheral facial palsy without impairment of taste,
as taste fibers for the anterior 2/3 of the tongue travel
through the intermediate nerve, which has its nucleus
in the medulla. The syndrome occurs due to a lesion that
affects the medial longitudinal fasciculus, the parame-
dian pontine reticular formation and the fasciculus of
the facial nerve on the same side at the level of the pons.
The diagnosis is easily missed as it needs a detailed eye
movement examination. It is mainly caused by stroke,
multiple sclerosis, gliomas, metastases and vascular mal-
formations. Less frequent etiologies include iatrogenesis
related to tumor resection, neurocysticercosis, systemic
lupus erythematosus and myasthenia gravis if isolated
ocular involvement. Final Comments: The clinical rec-
ognition of EHS is essential for an accurate topographical
diagnosis of pontine tegmentum lesions. Vascular disease
and multiple sclerosis are the main differential diagno-
ses, although rarer causes should always be considered.
MRI is the exam of choice for topographic and etiologic
diagnosis. Treatment depends on the cause.
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HIV ASSOCIATED MOYAMOYA SYNDROME
MANIFESTATION AS AN ACUTE
HEMICHOREA

Victor Augusto Zanesi Maciel, Anna Leticia de
Moraes Alves, Renan Barros Lopes, Alison Mangolin,
Larissa Peres Delgado, José Rosemberg Costa Lima
Filho, Natalia de Oliveira Silva, Roberto Satler Cetlin,
Tissiana Marques de Haes, Fabiola Dach

Hospital das Clinicas da Faculdade de Medicina de
Ribeirao Preto. Ribeirdo Preto SP, Brazil

victor93@gmail.com

Case Presentation: A 24 year-old presented to our
Hospital clinic complaining about spontaneous move-
ments in the left side of her body which began approxi-
mately 6 months earlier. Her medical history was notable
for congenital HIV infection (undetectable viral load and
CD4 count of 506), well controlled epilepsy and migraine.
She has been on antiretroviral therapy (ART), amitripty-
line, valproate and low dose chlorpromazine. She denied
any other neurological or psychiatric symptoms, use of
other drugs or seizures recurrence in the past ten years.
Her level of consciousness was normal. There were ran-
dom involuntary movements in the left side of her face,
arm and leg in a choreoathetoid phenomenology and
incorporated to voluntary movements. Distraction had no
influence on the pattern of her movements. Her left limbs
were hypotonic. CSF profile, bacterial and fungi cultures,
erythrocyte sedimentation rate, thyroid function tests,
glycosylated hemoglobin Alc were unremarkable. Brain
magnetic resonance imaging (MRI) showed no acute or
chronic stroke lesions, nor evidence of neuroinfection. The
time-of-flight angiogram was notable for absence of flow
in both middle cerebral arteries, suggesting Moyamoya
syndrome (MMS). Arterial angiography located the occlu-
sion on both supraclinoid segments of internal carotid
arteries with blood flow redirected to a wide collateral
circulation and posterior communicating arteries, con-
firming MMS pattern. Reviewing older exams a contrast CT
scan done 4 years before had no abnormalities, including
arterial circulation. We found no other etiology to justify
her chorea besides the MMS. The patient received daily
risperidone 2mg with complete resolution of the symp-
toms. Discussion: MMS is a rare cause of chorea with a
frequency of 3 to 6%, as well incidence of MMD in HIV
patients. The dilated collateral vessels compress the basal
ganglia or can cause local ischemia, which can lead to a
disruption of normal striatal activity. HIV infection has
been reported as one of many conditions implicated in
the etiopathogenesis of MMS. HIV can cause endothelial
damage and also induce proinflammatory states that later
manifest as stenosis or dilation of the vessel wall that can
occur despite effective ART and stable CD4 counts. Final
Comments: Since HIV infection has a well recognised
relation to cerebrovascular disease as well as to move-
ment disorders, we believe that it was a major factor to the
development of this secondary form of chorea.
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MOYAMOYA'S SYNDROME RELATED TO
PULMONARY TUBERCULOSIS - CASE
PRESENTATION

Rodrigo de Paiva Bezerra, Rodrigo Aragao Andrade,
Abner Carnizello Souza

Conjunto Hospitalar do Mandaqui, Sao Paulo SP,
Brazil

rodbzmd@gmail.com

Case Presentation: Female, 19 years old, admitted to the
ER with acute desaturation, and a one month’s history of
fever and cough, in use of rivaroxaban for a 3 weeks diag-
nosis of pulmonary embolism; has shown worsening for a
week. Neurology has been called to evaluate for an acute
confusional state, lower limb weakness and respiratory
symptoms. Previously higid, the patient had domicili-
ary Pulmonary Tuberculosis contact. To the neurologic
examination: sleepness, lentified, disoriented in time and
space, no language impairment, mild dysarthria, muscle
grade 1 on left and 3 on the right, and heightened deep
reflexes. Previous Hospital admission review: Tomography
showed ischemic areas in the vascular frontier territory,
the new CT has shown new hypoattenuating cortico-sub-
cortical areas in the frontal and parietal high convexities
of both hemispheres, determining amplitude reduction
of some adjacent liquor spaces. AngioCT has shown no
thrombus, but an unspecified narrowing in the internal
carotid. Cerebrospinal Fluid: protein elevated (62mg/
mL), undetectable Mycobacterium tuberculosis PCR.
Angiography: occlusions and “smoke” aspect collateral
circulation, suggesting Moyamoya'’s disease. Laboratory
investigation for thrombophilias, falciform anemia and
other infections has turned negative. One month of treat-
ment, no cough or dyspnea, with progressive improvement
of the neurologic symptoms. In 60 days, she was evaluated
in the ambulatory, alert, oriented and muscular strength
grade 4 to the left, stillin rehab. The investigation still awaits
anticoagulation cessation for complete neurovascular
evaluation. Discussion: Moyamoya in the terminology
that refer to the progressive narrowing of a big intracra-
nial artery in parallel to multiple collaterals that confer
the “smoke” to the angiography. It’s called Moyamoya’s
disease when it has genetic association, and Moyamoya’s
Syndrome when related to other clinical entities. A few
case presentation relate the syndrome to standard resis-
tant tuberculosis treatmen and Neurotuberculosis, cases
with long infection periods, necessary to the disease’s
progress and collateral circulation development. Final
Comments: Despite the findings of Moyamoya Syndrome
and its association with tuberculosis being described in
few cases in the literature, it is possible that the chronic
infectious condition plays a role in the pathophysiology
of the neurovascular condition.
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HEMOPERICARDIUM: AN UNCOMMON
COMPLICATION OF THROMBOLYSIS IN
STROKE

Pedro Miguel Mendonga Couto, Breno Gabriel
Rodrigues Queiroz, Luiza Lima Beretta, Wender
Rodrigues Teodoro, Leticia Silva Alves, Arthur Costa
Nascimento, Stefano Machado

Hospital de Clinicas da Universidade Federal de
Uberlandia. Uberlandia MG, Brazil

peps_couto@hotmail.com

Case Presentation: Male 72-year-old patient, with hyper-
tension and a previous hearingloss, started with sudden
confusion and aphasia. He was sequentially refered to the
tertiary service due to a condition compatible with stroke,
presenting a 9 NIHSS on admission. After a brain CT
scan without any evidence of hipodensity and ASPECTS
of 10, thrombolysis was performed. The procedure was
uneventful and there was a complete improvement of the
deficit. After 2 days of Hospitalization, while waiting the
etiologic investigations, the patient started with tachycar-
dia (110 bpm) and respiratory distress requiring oxygen
supplementation. A transthoracic echocardiogram was
performed, which showed significant pericardial effu-
sion with mild hemodynamic repercussion with right
atrial collapse during systole. The Cardiac Surgery’s team
quickly attempted an ultrasound-guided subxiphoid
drainage, however, it was unsuccessful. Progressively
the patient stars with sings of cardiac tamponade, jugu-
lar swelling, drowsiness and hypotension (85x55mmHg),
and urgent surgical approach was performed with peri-
cardial drainage of 400mL of serohematic fluid. After
the procedure, the patient evolved with hemodynamic
stability, and underwent a new echocardiogram, with
complete improvement of the pericardial effusion. The
basic investigation was unremarkable and not show an
etiological cause and the patient was discharged for out-
patient follow-up. Discussion: Spontaneous pericardial
effusion is a rare complication of thrombolysis in stroke.
It is more common when thrombolysis is performed in
acute myocardial infarction, in which the patients probably
had as a pre-existence cardiomyopathy or pericardiopa-
thy. Mortality is usually very high, due to rapid evolution
to cardiac tamponade, butin this case the patient did not
have an immediate complication. However, any sings of
cardiovascular complications should promptly undergo a
cardiac investigation. Final Comments: As the diagnosis
is echocardiographic, in any case of hypotension in the
first hours or days of Hospitalization, with no other pos-
sible clinical causes, an urgent echocardiogram should
be performed. And the existence of a cardiac surgery
team at the Hospital to perform pericardiocentesis or
pericardiostomy could be what would save the patient.
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STROKE DUE TO SPONTANEOUS
SUBCLAVIAN AND VERTEBRAL ARTERIES
DISSECTION

Arthur da Veiga Kalil Coelho, Beatriz Marques dos
Santos, lvan Vilchez Santillan, Andreas Batista
Schelp, Marcele Schettini de Almeida, André Luiz
de Rezende

Hospital do Servidor Publico Estadual de Sao Paulo.
Sao Paulo SP, Brazil

arthurvkc@gmail.com

Case Presentation: A 39-year-old woman suddenly pre-
sented rotational vertigo, loss of balance with fall from
standing height, without head trauma, and intense left
temporoparietal pulsatile headache. She used simple
analgesics and didn’t search for medical service at that
moment. On the next day, due to the continuation of the
symptoms, she looked for medical service. She didn’thave
previous cervical trauma or physical activity before the
installation of the symptoms and she referred that it all
started while she was taking a shower. The patient has
systemic arterial hypertension, dyslipidemia and diabe-
tes. She didn’t have any smoking or etilism history and in
her family there was no history of previous stroke. At the
admission she presented incoordination on the left side
ofher body and an ataxic gait without other findings. The
CT showed hypoattenuation on the posterior and inferior
cerebellar vermis and on the left cerebellar hemisphere
compatible with an acute stroke. The CTA demonstrated
ahypodense semicircular formation partially obliterating
the flow of contrast on the left subclavian artery deter-
mining a stenosis greater than 50% with extension to the
ipsilateral vertebral artery. The diagnosis of stroke due to
spontaneous subclavian and vertebral arteries dissection
was given. The patient was discharged in use of warfarin
and returned in consultation with almost full resolution
of the symptoms after a few months. Arterial dissection is
when a tear occurs in the inner layer of the artery, caus-
ing an intramural hematoma. The stroke due to arterial
dissection is a consequence of the embolism originat-
ing on the inner layer of the vessel or a consequence of
local hemodynamic compromise due to reduction of the
lumen of the vessel. The arteries most commonly affected
are the cervical and this type of lesion is generally due to
traumatic events, surgical positioning or endovascular
procedures. However, a spontaneous subclavian arterial
dissection causing a stroke is a very rare event, with only
a few cases described in medical literature, and can be
associated with migraine, pregnancy and use of illegal
substances. The incidence is higher in women between 40
and 50 years associated with systemic arterial hyperten-
sion. Although rare, the spontaneous subclavian arterial
dissection is a relevant cause of stroke, specially in young
adults, thus clinical suspicion is necessary for a proper
management of the case. Anyway it has a good prognosis
even with conservative therapy.
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COENZYME Q10 DEFICIENCY
LEUKOENCEPHALOPATHY - CASE
PRESENTATION

Pedro Thiago Simoes Ferreira, Allef Roberto
Gomes Bezerra, Joao Vitor Nunes Sobreira Cruz,
Kirsten Aratjo Melo, Juliana Oliveira Almeida, Alice
Cavalcante Almeida Lins, Bruna Acioly Leao, Nayra
Roberta Sales Salvador, Livia leite Goes Gital,
Patricia Pereira Nunes

Hospital Geral do Estado de Alagoas. Macei6 AL,
Brazil

pedro_thiago22@hotmail.com

Case Presentation: Female patient, 42 years old, history
of gait incoordination for 03 years and progressive wors-
ening, in addition to nocturnal enuresis and clonus in
the lower limbs, requiring support to walk. There were
no reports of vertigo, diplopia, changes in motricity or
sensitivity. Personal history: Depressive disorder for 10
years; Bilateral cataract; Consanguinity between parents;
sibling with psychiatric disorder, bradykinesia, bradypsy-
chism and ataxia. On examination: alert, oriented, mild
dysarthria and bradypsychism; isochoric and photoreac-
tive pupils, with bilateral central opacification; decreased
speed of ocular saccades; hypopalesthesia to iliac crests
bilaterally; muscle strength preserved with global bra-
dykinesia; global hyperreflexia, Hoffman and Trommer
present bilaterally; inexhaustible bilateral achilleus clonus;
broad-based and bouncing gait; positive romberg. Mini-
mental with a score within the expected level of educa-
tion (29/30). Cranial MRI with bilateral and symmetrical
signal alteration of the supratentorial white matter, with
periventricular predominance, with intermingled cystic
formations, compatible with leukoencephalopathy; it
also has T2/FLAIR hypersignal in the caudate nucleus
and putamen bilaterally. Discussion: The association of
the progressive clinical findings of ataxia and extrapyra-
midal manifestations with the aspects evidenced in the
magnetic resonance suggests a neurodegenerative picture
with predominant involvement of the white matter. The
history of consanguinity between the parents, in addition
to a similar evolutionary picture in the sibling, pointto a
genetic etiology. During Hospitalization, a genetic panel
for leukoencephalopathies was performed on the patient,
which showed probably pathogenic homozygosity in the
COQ8A gene and an increase in copies (03) of the EIF2B1
gene, with uncertain significance. Final Comments: The
COQ8A gene plays a key role in the biosynthesis of coen-
zyme Q10, which acts as an electron carrier in the mito-
chondrial respiratory chain for increased ATP production
and also acts as an antioxidant and membrane stabilizer.
The phenotypic characteristics reported in a study with
patients with a biallelic alteration in the COQ8A gene
include cerebellar ataxia (100% of cases), movement
disorders, cognitive impairment, epilepsy and neuro-
psychiatric symptoms (depression, anxiety, psychosis
or impulsive-aggressive behavior). The main therapeu-
tic approach has been coenzyme Q10 supplementation.
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MULTIPLE ISCHEMIC STROKES DUE TO
ADULT-ONSET STILL'S DISEASE: CASE
PRESENTATION

Joao Paulo Barile, Andreas Batista Schelp,
Fernanda Maria Gongalves de Sousa Moura, Thiago
Ivan Vilchez Santillan, Andre Lopez Fernandez,
Andre Luiz Rezende

Hospital do Servidor Publico Estadual de Sao Paulo.
Sao Paulo SP, Brazil

barile.jpaulo@gmail.com

Case Presentation: A 44 year old Woman reports that in
februrary os 2022 presented sudden change of visual field
with ahomonymous right hemianopia. She had previous
diagnosis of schizophrenia, a stroke in 2019, and Adult-
onset still’s disease (AOSD) diagnosed in 2020. In the
Hospital admission, the CT scan revealed a recent onset
ischemic stroke in the left thalamus, occiptotemporal
gyrus and cuneo, besides a stroke sequel on the right
frontal, temporal, parietal, insula, adjacent to the lateral
fissure. The head and neck angio tomography revealed a
oclusion of the comunicating segment of the right inter-
nal carotid as well as the Al segment of the right anterior
cerebral artery, the right middle cerebral artery and the
P2 segment of the left posterior cerebral artery (PCA).
Cardiac investigation was done with electrocardiogram,
24 hour holter, transthoracic and transesophageal echo-
cardiogram resulting normal. It was then performed the
cerebral arteriography resulting intracranial vascular
oclusive disease in two distinct vascular territories (a
cronic feature occlusion on the top of the right ICA and
asubocclusion on the P2 segment of the left PCA), possi-
bly due to an inflamatory component. Pulse therapy was
then performed with 1 g per day of methylprednisolone
for 5 days, and a posterior introduction of prednisolone
60 mg per day. Discussion: AOSD is an inflamatory dis-
order, characterized by daily fever, arthritis and evanes-
cent rash that occurs in patients older than 16 years old.
The etiology is unknown with an annual incidence of
approximaly 0,16 cases per 100.000 people. The AOSD is
a diagnosis of exclusion and can be done on base on the
clinical features and the typical laboratorial findings fol-
lowing the yamaguchi diagnostic criteria. Ischemic istroke
isarare complication of this disease, and the explanation
for this event is the vasculitis pathophysiology. The cor-
ticosteroids are the first line druggs for treatment. Final
Comments: We reported an uncommon case of a young
44 years old woman with previous diagnose of AOSD,
that had a stroke in different territories, with involvment
of the anterior and posterior circulation, visualized by
the head and neck angio tomography and arteriography
corroborating with typical finding of vasculitis. Thus, it’s
importante to be alert that one of the possible complica-
tions of the AOSD is the occurrence of stroke events due
to vasculitis inflamatory process.
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COMPLETE BLOOD COUNT IN ANEURYSMAL
SUBARACHNOID HEMORRHAGE SCENARIO:
POSSIBLE USES OF BLOOD ELEMENTS FOR
PREDICTING OUTCOMES

Savio Batista dos Reis, Herisson Rodrigues de
Oliveira, Amanda Cacaes Modesto Accioly, Arthur
Antonio Freire Alves, Maurus Marques de Almeida
Holanda

Universidade Federal do Rio de Janeiro. Rio de
Janeiro RJ, Brazil

Universidade Federal da Paraiba. Joao Pessoa PB,
Brazil

heri.md.92@gmail.com

Background: Aneurysmal subarachnoid hemorrhage
(SAH) is a worldwide health burden with high fatal-
ity and permanent disability rates, and variable prog-
nosis. Recent evidence suggests that some biomarkers
play a critical role in predicting outcomes. Objectives:
We propose a systematic review of literature on recent
advances in blood element biomarkers for aneurysmal
SAH, translating from a physiological point of view to
their potential usefulness. Methods: Pubmed, Embase,
Scopus, Cochrane, and Web of Science databases were
systematically searched to identify studies assessing
red blood cell element biomarkers for aneurysmal sub-
arachnoid hemorrhage, following sensibility, and spec-
ificity results found in each paper published. Results:
Six studies were included. Delayed Cerebral Ischemia
(DCI) was predicted by Neutrophil/Lymphocyte ratio
(87.3%/48.4%, and 63%/53%), and Platelet/Lymphocyte
ratio (55.3%/78.5%). Vasospasm was seen by Platelets
(40%/90.5%, and 78%/85%), Lymphocytes (57.9%/83.3%),
Neutrophils (40%/100%), Leukocytes (50%/100%),
and Combined Platelet and Leukocytes high values
(60%/89.5%). Rebleeding in Neutrophil/Lymphocyte
ratio (72.3%/63.3%), and Neutrophil/Lymphocyte ratio
combined with Fisher Grade (39.94%/100%). Poor out-
come in Neutrophil/Lymphocyte ratio (74.5%/69.3%), and
Platelet/Lymphocyte ratio (55.3%/78.5%). Mortality in
3-months appears predicted by RDW value (80.6%/91.6%).
Final Comments: Biomarkers could help in predicting
complications in aneurysmal subarachnoid hemorrhage
patients. We listed some of the recent advances in this
translational, intriguing, fast-growing field. Although the
knowledge gaps are still significant, some markers are
demonstrating promising results and could be helping
patients in the near future.
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COMPLETE RESOLUTION OF A

HUGE CAROTID THROMBUS AFTER
ANTICOAGULATION IN 48-YEAR-OLD
WOMAN WITH STROKE

Sheila Ferreira Pessoa, Murilo Santos de Souza,
Anderson Rodrigues Brandao de Paiva, Alexandre
Drayton Maia Barros, Saulo Pimenta Lacerda, Ana
Clara Guilherme Rodrigues, Thaina Gongalves
Tolentino de Figueredo, Anselmo de Jesus Santos

Hospital Sao Rafael. Salvador BA, Brazil

sheilaferreirapessoa@hotmail.com

Case Presentation: A 48-year-old woman, without previ-
ous comorbidities, admitted by complete right hemipare-
sis, mixed transcortical aphasia and right homonymous
hemianopsia 7 hours after admission, NIHS 7. Imaging
of the skull at the arrival showed no established ischemic
lesion, however, arterial angiography of the neck showed
the presence of a subtraction image inside the left com-
mon carotid artery with irregular contours reducing the
lumen of the vessel by up to 90%, suggesting the presence
ofintra-arterial thrombus. Started full anticoagulation with
soredic enoxapara ata total dose of 120mg/d. He presented
atransesophageal echocardiography (ETE) demonstrating
patent foramen of high conductance. Maintained antico-
agulation with Apixaban at Hospital discharge at a total
dose of 10mg and after 15 days of treatment, a new con-
trol image was performed now with vessel wall protocol
with evidence of complete resolution of the thrombus
and absence of dissection of the vessel wall. Discussion:
common carotid artery occlusion (AOCC) is a rare disease
and accounts for 1%-5% of all cerebrovascular events.
May present as stroke, transient ischemic attack (ITA), or
with features of cerebral hypoperfusion. Chronic arterial
occlusions are often attributed to atherosclerosis, while
other less frequent causes include cardiac embolism,
Takayasu'’s arteritis, post-radiation arteriopathy, syphilis,
trauma. To date, there is no clear consensus on the best
treatment in the face of a AOCC and the decisions for
treatment of these patients are made according to each
case and experience of the service. Final Comments:
Occlusion of the common carotid artery although rare
and acute clinical presentations vary from mild to devas-
tating, the acute management of these patients remains
a major challenge. In our service we report the case of a
young patient with probable cardioembolic etiology who
obtained benefit in the resolution of the thrombus with
the use of direct oral anticoagulants.

Doenca Cerebrovascular

CONSECUTIVE HEMORRHAGIC STROKES
POSSIBLY CAUSED BY CEREBRAL AMYLOID
ANGIOPATHY RELATED TO DURAPLASTY

lan Silva Ribeiro, Karla Rafaele Silva Vasconcelos,
Larissa Brenda Goncalves Miné, Sarah Didégenes
Alencar, Robson de Sales Ferreira, Jodo Igor Dantas
Landim, Sylvio Ricardo Gongalves de Souza Lima,
Samuel Ranieri Oliveira Veras, Norberto Anizio
Ferreira Frota, Fernanda Martins Maia Carvalho

Hospital Geral de Fortaleza. Fortaleza CE, Brazil

iansilvarbr@gmail.com

Case Presentation: A 44-year-old male patient was admit-
ted to our Hospital in March 2022 complaining of head-
ache and lefthomonymous hemianopsia. In the past two
years, he had two intraparenchymal hemorrhages, both
in the right parietooccipital lobe. Computed tomography
showed right parietooccipital intraparenchymal hema-
toma, left parietooccipital encephalomalacia and signs
of a previous left occipital craniectomy. Magnetic reso-
nance imaging confirmed the above findings, also showing
several corticosubcortical punctate foci of low signal on
SWIsequence predominating on bilateral occipital lobes
indicating microbleeds. Angioresonance did not show
any abnormalities. These findings support the possible
diagnosis of cerebral amyloid angiopathy (CAA) related
hemorrhage according to the modified Boston criteria,
excluding the age criteria. The patient had a past medical
history of head trauma at the age of 7 years, caused by a
reaping hook, for which he underwent a neurosurgical
procedure including craniectomy and duraplasty. He had
no relevant familiar history of cerebrovascular disease or
dementia. Discussion: CAA is commonly found in older
people and in patients with Alzheimer’s disease accompa-
nying cerebrovascular disorders and dementia. Cerebral
blood vessels affected by CAA are associated with func-
tional and pathological changes, leading to hemorrhagic
disorders, such as lobar intracerebral hemorrhage and
cortical micro-hemorrhage. It is hypothesized that amy-
loid-? (A?), a pathological hallmark of this condition, is
transmissible by a similar mechanism to acquired prion
diseases. Furthermore, besides genetic inheritance, ithas
been described the occurrence of early onset A?-CAA
associated cerebral hemorrhage, several decades after
neurosurgical procedures performed in children involving
cadaveric dura mater grafts or neurovascular embolization
using material derived from cadaveric dura mater. Due to
the early age, temporal association, no family history of
stroke, we hypothesize that the duraplasty may be asso-
ciated with the occurrence of amyloid angiopathy in this
patient. Final Comments: This case illustrates a possible
cause of early onset CAA and emphasizes that A?-CAA
should be considered in the differential diagnosis even
for young patients with intracerebral hemorrhage and
history of neurosurgery. Furthermore, the exact phys-
iopathology of this condition needs more elucidation
due to the possibility of iatrogenic human transmission.
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DIAGNOSTIC CHALLENGE IN AYOUNG
MAN: DENGUE ENCEPHALITIS OR
POST-DENGUE ACUTE DISSEMINATED
ENCEPHALOMYELITIS (ADEM)?

Yan da Silva Raposo, Daniel Isoni Martins, Eduardo
Antdnio Roquim e Silva, Galileu Chagas Lourenco,
Henrique Oliveri Leite Praca, Laisse Leite Ribeiro,
Laura Helena Poggianella Esteves, Lucas Bruno
Rezende, Marco Andrée Morel Téliz, Rafael Mattos
Tavares

Hospital das Clinicas Samuel Libanio. Pouso Alegre
MG, Brazil

Faculdade Ciéncias Médicas de Minas Gerais. Belo
Horizonte MG, Brazil

Hospital Vila da Serra. Nova Lima MG, Brazil

yanraposo@yahoo.com.br

Case Presentation: A 25-year-old male patient presented
a clinical course suggestive of dengue, with a positive
NSI1 test. With less than 24 hours of symptoms, he began
progressive mental confusion, focal seizures, and sub-
sequent sensorium lowering. Brain magnetic resonance
imaging was performed, which showed foci of diffusion
restriction and hyper signal on T2/FLAIR bilaterally in the
brainstem, hippocampus, and thalamus topographies, a
pattern suggestive of encephalitis. An electroencephalo-
gram was performed, which showed bursts of slow waves
predominantly frontally bilaterally and rare epileptiform
paroxysms in the parietal topography bilaterally. A lumbar
puncture was performed, which showed only an increase
in protein (100mg/dL). Treatment of seizures was per-
formed with Phenytoin and Levetiracetam. Discussed as
ateam and opted to perform Immunoglobulin for 5 days,
with subsequent significant improvement of the condition.
AtHospital discharge, the patient had improved orienta-
tion and had no focal deficits. Discussion: Dengue is the
main cause of encephalitis with normal cellularity in the
cerebrospinal fluid in endemic regions. Although there
are no characteristic lesions for dengue encephalitis, the
patienthad lesions characteristic for encephalitis in gen-
eral, thatis, involvement of the limbic system, in addition
to hyperproteinorraquia and a suggestive clinical course.
Therefore, dengue encephalitis was our main diagnostic
hypothesis. However, there was also a differential diag-
nosis with ADEM, which is a post-infectious autoimmune
encephalitis. Despite differences in pathogenesis and
histological findings, their clinical course and signs in
imaging tests can be very similar. Therefore, since it was
not possible to rule out ADEM and given the patient’s
clinical severity at the time, we chose to perform an
Immunoglobulin infusion for 5 days. Final Comments:
There is no specific treatment for dengue encephalitis,
with most patients having a good prognosis. ADEM can be
treated with immunosuppressive medications. Given the
diagnostic doubt, we chose to use Inmunoglobulin, and
the patient had a good response and recovery.
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BILATERAL SIMULTANEOUS NON-ARTERITIC
ANTERIOR ISCHEMIC OPTIC NEUROPATHY IN
A ELDERLY AFTER SPINE SURGERY: A CASE
PRESENTATION

Daniel Isoni Martins, Yan da Silva Raposo, Carolina
Sales Carlos, Caroline Nogueira Aguiar, Jéssica de
Céassia Marques Leocéadio, Renata Cristina Resende,
Rafael Mattos Tavares, Eduardo Jardel Portela,
Gustavo Camargos de Toledo Santos, Eduardo
Antonio Roquim e Silva

Faculdade Ciéncias Médicas de Minas Gerais. Belo
Horizonte MG, Brazil

Hospital das Clinicas Samuel Libanio. Pouso Alegre
MG, Brazil
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Hospital Nova Lima. Nova Lima MG, Brazil

Hospital Mater Dei Betim-Contagem. Betim MG,
Brazil

yanraposo@yahoo.com.br

Case Presentation: A 78 years-old woman, caucasian,
aretiree, residing in Belo Horizonte, Minas Gerais State,
Brazil. Patient with systemic arterial hypertension and
right peripheral facial nerve palsy. Prior cataract surgery.
Due to spinal stenosis, she was submitted to a thoracic
lumbar spinal decompression procedure on March 31th,
2022. Performed for nine hours in a prone position without
intercurrences. After eight hours, she awoke from anes-
thesia with psychomotor agitation and complaining of
severe pain at the surgical site and reduced bilateral visual
acuity. Progressed to loss of color vision and ultimately
bilateral amaurosis. She denied other focal symptoms or
headaches. No reports of mental confusion by assistant
staff. Without a history of visual impairment. The patient
presented to the neurological examination with a regular
general condition, good spatial orientation, alertness,
Glasgow Coma Scale 15, right corectopia, normal extrinsic
ocular motricity, hand movement perception half a yard
away, right peripheral facial nerve palsy, without menin-
geal irritation signs. Ophthalmoscopy revealed bilateral
papilledema more evident on the left and retinal pigment
epithelium atrophy, without signs of vasculitis. Magnetic
Resonance Angiography of the skull revealed moderate
stenosis of the left anterior cerebral artery, hypoplasia
of the left vertebral artery, and moderate stenosis of the
supraclinoid segment internal carotid artery, but with
the good distal flow. Magnetic Resonance Imaging of
skull without restriction on diffusion-weighted imaging
or hyperintense signal on T2-weighted FLAIR. There
was a gradual spontaneous improvement of the visual
deficit. On April 04th, she reported a return to baseline
visual acuity. She had uncorrected visual acuity in both
eyes: 20/70 vision. Discussion: Postoperative visual loss
following prone spine surgery occurs in from 0.013% to
1% of cases, and the most frequently quoted risk is 0.2%.
It is attributed mainly to ischemic optic neuropathy.
The multiple factors contributing to POVL may include;
prolonged operative times, long-segment spinal instru-
mentation, anemia, intraoperative hypotension, greater
estimated blood loss (EBL), microvascular pathology,
and decreased percent colloid administration. Final
Comments: Laboratory tests revealed no hematimetric
abnormalities and no excessive bleeding or hemody-
namic instability was reported during surgery, however,
the operative time was prolonged.
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WYBURN-MASON SYNDROME: A
RARE PHACOMATOSIS WITH MULTIPLE
ARTERIOVENOUS MALFORMATIONS

Livio Leite Barros, Marilia Brito Ricarte, Pedro
Helder Oliveira Junior, Liandra Rayanne Sousa
Barbosa, Mariana Michiles Santos Ramos, Wallison
Granjeiro Bringel Silva, Carolina Figueiredo Santos,
Manoel Alves Sobreira Neto, Pedro Braga Neto,
Paulo Ribeiro N6brega

Hospital Universitario Walter Cantidio. Fortaleza
CE, Brazil

Universidade de Fortaleza. Fortaleza CE, Brazil
Hospital universitario Walter Cantidio. Fortaleza
CE, Brazil

livioleiteb@gmail.com

Case Presentation: An 18-year-old male patient, initially
evaluated at the age of 2 for proptosis and visual impair-
ment of the right eye. A red supraorbital skin lesion was
perceived at that moment. There was no family history of
neurological disorders and his parents were nonconsan-
guineous. Magnetic resonance imaging (MRI) revealed
an arteriovenous malformation (AVM) involving the right
cavernous sinus, which was treated with embolization.
Despite the procedure, proptosis and edema of perior-
bital tissue continued to worsen and at the age of 12 he
underwent a biopsy of frontal, infra-orbital and periorbital
subcutaneous tissue which was compatible with a cav-
ernous angioma. At the age of 18 he was evaluated at our
institution. On neurologic examination there was marked
proptosis with impairment on abduction, adduction and
elevation as well as amaurosis of the right eye. Edema of
periorbital, frontal and zygomatic regions on the right was
also seen. Preserved strength and tone, but deep tendon
reflexes were brisk, and Hoffman and Babinski signs were
present. MRIrevealed an expansive formation centered in
the right orbit causing proptosis and compromising conal
spaces with distortion of eye muscles and optic nerve. The
lesion extended through the superior orbital fissure into
the right cavernous sinus and to the contralateral orbit.
Discussion: Wyburn-Mason syndrome is a rare, non-he-
reditary congenital disease, belonging to the group of
neurocutaneous syndromes, with fewer than 100 cases
reported since its first description in 1937. It usually affects
the orbit, retina and brain, with predominant involve-
ment of the midbrain. Lesions may also affect the skin,
maxilla, jaw, pharynx, oral and nasal cavities. Headache,
seizures and hemiparesis are some other neurological
manifestations of the syndrome. Despite an uncertain
etiology, an embryonic defect is believed to result in the
dissemination of vascular lesions originating from the
cephalic mesoderm along the migratory route, before
the actual migration of vascular cells to their destination.
Final Comments: Treatment of AVMs with endovascular
techniques, surgery and radiosurgery are possibilities,
but conservative treatment may be preferred due to the
high risk of recurrence. However, bevacizumab, an anti-
VEGF agent, has been shown to contain macular edema
and improve visual loss in a short follow-up. Therefore,
given the rarity of the pathology in question, the present
report seeks to add to the literature.
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RECURRENCE OF STROKE IN A PATIENT
WITH FIBROMUSCULAR DYSPLASIA

Clara Kimie Miyahira, Diogo Lima de Souza Ramos,
Bruna Burigo, Thiago da Cruz Marques, Natalia
Figueiredo Miranda, Beatriz Medeiros Correa,
Vanessa Moraes Rossette

Santa Casa de Santos. Santos SP. Brazil

clara.kimie@gmail.com

Case Presentation: A 64-year-old woman, previously
hypertensive, woke up with a sudden loss of strength on
the right and dysmetria on the left. She was rescued, but
with a time longer than 4.5 hours, which contraindicated
the use of thrombolytics for stroke. Basic investigation
was performed with cranial tomography at admission
and after 24 hours, transthoracic echo, carotid and ver-
tebral Doppler. After normal findings in all exams, the
investigation continued with cranial magnetic resonance,
which showed T2/FLAIR hypersignal in bridge and left
cerebellum with restriction of water molecule to diffu-
sion. Patient progressed using secondary prophylaxis
with dual antiplatelet therapy. However, 17 days later,
she was Hospitalized again, with a worsening of the
same symptoms. A new CT scan 1 day after the new
condition showed subacute hypodensity in a capsule
on the left. Cerebral angiography showed occlusion of
vertebral arteries and a pattern of multiple parietal irreg-
ularities, extending throughout its course in the“string of
beads” appearance. Secondary prophylaxis was changed
to anticoagulation with apixaban, in addition to motor
rehabilitation and outpatient follow-up. Discussion:
Fibromuscular dysplasia (FMD) is a non-inflammatory
and non-atherosclerotic disease that courses with arte-
rial stenosis, occlusion, aneurysm, dissection and arte-
rial tortuosity, more frequent in young adult women,
the internal carotid artery is more frequently affected,
histological form more common is fibroelastic dysplasia
with thickening of the media and muscular layer with
destruction of the elastic lamina. Diagnosis is by vessel
study. Genetic predisposition, chronic trauma, stretching
of the involved vessel and hormonal factors are believed
to have been suggested as etiologic agents. The clinical
presentations are determined by the affected artery. In
this case, the patient presented a recurrent and relapsing
symptoms in a short period of time, in two different terri-
tories, firstin the anterior inferior cerebellar artery terri-
tory, and later in the lenticostriate artery territory. Final
Comments: FMD associated with neurovascular events
can be treated with antiplatelet therapy, blood pressure
control, or treatment with angioplasty with or without
stent implantation. However, in this case, antiplatelet
therapy was not enough for prevention in a short period
of time, opting for anticoagulation with apixaban, which
kept the patient stable without new neurovascular events.
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SEPTIC THROMBOSIS OF THE TRANSVERSE
AND SIGMOID SINUS, DISCUSSION

ABOUT THE INTRODUCTION OF FULL
ANTICOAGULATION: CASE PRESENTATION
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Guaruja SP, Brazil
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Case Presentation: Septic sigmoid sinus thrombosis is
a rare disease and is commonly caused by middle ear
infections, with Staphylococcus aureus being the main
etiologic agent. Clinical manifestations are diverse and
headache is the most frequent complaint followed by focal
deficits such as cranial nerve involvement. Radiological
investigation and lumbar puncture are important in aid-
ing the diagnosis. To discuss the controversial use of full
anticoagulation in cases of septic thrombosis, describ-
ing a patient treated at a tertiary Hospital in which it
was decided not to introduce this therapy. Discussion:
G.S.P.L, 15years old, male, admitted with areport of otal-
gia due to refractory oral antibiotic therapy. Evolved with
vomiting, loss of appetite, persistent fever and periods
of sleepiness. A neurological examination showed rigth
appendicular ataxia and purulent discharge from the
external auditory canal directly to otoscopy. Performed
cranial tomography with diffuse veiling of the cells of the
mastoid and the right middle ear and hypodensity of the
right cerebellar hemisphere with a nonspecific appear-
ance. Cerebrospinal fluid was collected with pleocytosis
and hyperproteinorraquia. During Hospitalization, a
Cranial Magnetic Resonance with Angioresonance was
performed, which showed opacification of the mastoid
cells and tympanic cleft on the right and filling failure
in the sigmoid and adjacent transverse sinus, inferring
venous thrombosis. Broad-spectrum antibiotic therapy
was started for a long time and a surgical approach was
scheduled with the otorhinolaryngology team. Final
Comments: When questioned about the use of antico-
agulants, the benefit was not superior to the risks related
to this therapy, the use prevents the persistence of the
thrombus, but it can facilitate the release of septic emboli
and increase the risk of bleeding. Thus, in the case pre-
sented, a conservative approach was chosen, based on
antibiotic therapy and neurological surveillance without
the introduction of anticoagulation.
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PERIMESENCEPHALIC HEMORRHAGE:
A RARE ENTITY WITH POSSIBLE
COMPLICATIONS

Ana Silvia Sobreira Lima Verde, George Nilton Nunes
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Sylvio Ricard Gongcalves de Souza Lima, Felipe
Araujo Rocha, Adson Freitas de Lucena, Sarah
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Case Presentation: A 37-year-old woman, previously
healthy, was admitted with a 5-day history of occipital and
nuchal headache with irradiation to the back, inedit, pro-
gressing to worst intensity in 5 to 10 minutes, with nausea
associated. It was also evidenced by high blood pressure
(220x130 mmhg). 3 days after the initial symptoms, she
had mental confusion and irritability. The neurological
examination revealed neck stiffness and parisia of the
right lateral rectus. A brain non contrast computerized
tomography (NCCT) was performed - we found hyper-
dense images near the mesencephalic cisterns. Then we
performed a digital subtraction angiography (DSA), which
was normal. The following day, the patient presented
worse of mental confusional, papilledema, complete
ophthalmoplegia in the right eye and parisia of the lateral
rectus in the left eye. A brain magnetic resonance imag-
ing (MRI) showed multiple areas of restricted diffusion
in the occipital lobe, bilateral cerebellar and right front.
A MRI angiography with vessel wall was performed and
showed multiple stenotic focus in large vessels (ACID,
ACMD, ACPD), and fine enhancement still on their walls.
Based on these findings, and considering the severity and
aggressiveness of this disease, we treated her for central
nervous system (CNS) vasculitis with pulse therapy (meth-
ylprednisolone 1 gram for 5 days). After the third day, the
patientimproved her mental confusion and her ophthal-
moplegia. In order to evaluate if the patient’s improvement
was related to radiologic findings, we therefore submitted
her to another DSA. The findings were related to cerebral
vasospasm than to CNS vasculitis. 25 days after the initial
symptoms, we performed a new DSA, which was normal.
Her final diagnosis was delayed cerebral ischemia (DCI)
due to a perimesencephalic hemorrhage (PMH). The
PMH’s clinical features described in some reviews were
headache with instantaneous or more gradual onset,
accompanied by nausea and vomiting. It’s rare, but can
also present with loss of consciousness, transient focal
symptoms or epileptic seizure. Complications are not
common, but can occur hydrocephalus, DCI, rebleeding,
amnesia and cranial nerve palsies. The diagnoses of PMH
can be done with a NCCT. MPH with short term com-
plications are rare and long-term outcome is excellent.
Although itis a condition that remains underdiagnosed.
We understand very few aspects of this condition. But
knowledge about this disease is still under development.
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SPONTANEOUS DISSECTION OF THE
BASILLAR ARTERY: CASE PRESENTATION
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Case Presentation: Female, 16 years old, history of
migraine, without other comorbidities. She presented
intense pain in the cephalic region, evolving immediately
with loss of consciousness, without previous traumatic
brain injury. Therefore, she was admitted to an intensive
care unit. Brain computed tomography with contrast per-
formed in the acute phase showed hyperdensity in the
basilar artery with filling failure after contrast, suggesting a
thrombus inside it, without hemorrhagic transformation.
The patient was admitted by neurology after 14 days of ictus
presenting tetrasegmental hypotrophy, reduced tone and
complete quadriplegia provided. Tetrasegmental hyper-
reflexia with pyramidal signs. Tromner and Hoffman are
present. Plantar cutaneous reflex in extension to the left
and indifferent to the right. Absence of meningeal signs.
Isophotoreactive pupils. Slowed ocular motricity. Facial
mimicry without alterations, paralysis of the conjugated
gaze to the left, nausea reflex absent. She underwent cra-
nial magnetic resonance angiography 25 days after the
event, showing a caliber reduction of about 50% in the
middle third of the basilar artery. During Hospitalization,
anegative investigation was performed for vasculitis and
thrombophilia. Dissection is the loss of structural integrity
of the arterial wall, allowing blood to pool between the
arterial layers. Occlusive disease of the basilar artery most
often presents as pons ischemia. The paramedian pontine
base contains the descending long motor tract and the
cerebellar fibers that cross it. The paramedian tegmen-
tum contains mainly oculomotor fibers. Altered level of
consciousness is an important sign in patients with bas-
ilar artery occlusion. They may present with coma when
the bilateral medial pontine tegmentum suffers ischemic
insult. In the case presentation, a cerebrovascular acci-
dent was evidenced after spontaneous dissection of the
basilar artery, compromising the brainstem, generating
Basilar Artery Syndrome characterized by motor and ocu-
lomotor signs and alteration in the level of consciousness.
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UNUSUAL PRESENTATION OF ISCHEMIC
STROKE DUE TO STENOSIS OF PERSISTENT
PRIMITIVE HYPOGLOSSAL ARTERY: A CASE
PRESENTATION
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Case Presentation: A 74-year-old man only treated for
benign prostatic hyperplasia underwent elective magnetic
resonance imaging (MRI) to investigate left hypoacusis
with months of evolution. An area of bilateral parieto-oc-
cipital diffusion restriction was detected with hypersignal
in fluid-attenuated inversion recovery and hyposignal in
the apparent diffusion coefficient. The patient was admit-
ted without any neurological deficits, but reported a recent
episode of vertigo lasting seconds in addition to reduced
visual acuity. He had a blood pressure of 129/74mmHg
and capillary blood glucose level of 97mg/dL. Therefore,
a dual antiplatelet therapy was initiated. During the
investigation, carotid and vertebral Doppler revealed
non-significant carotid stenosis. Electrocardiography
revealed sinus rhythm and Holter monitoring detected
minimal changes. Transthoracic echocardiography iden-
tified an enlarged left atrium and ventricle with concen-
tric remodeling. Computed tomography angiography
revealed bilateral vertebral artery (VA) hypoplasia and a
persistent primitive hypoglossal artery (PPHA) originat-
ing from the right internal carotid artery, giving rise to the
basilar artery, in addition to a hypodense plaque during
its course in the hypoglossal canal, reinforced by vessel
wall MRI. Craniocervical junction computed tomography
did not reveal any extrinsic compression. Discussion:
PPHA is a rare vascular anomaly that is usually detected
incidentally during cerebral angiography and is generally
asymptomatic. It is mainly associated with aneurysms,
probably because of the anomalous structure of the ves-
sel wall, which can expose the basilar trunk to excessive
hemodynamic stress. As most patients have hypoplastic
VA, the blood supply to the posterior circulation travels
through PPHA. Therefore, in ischemic stroke patients
with PPHA, both the anterior and posterior circulations
are often involved. We present the case of a patient with
PPHA and bilateral hypoplasia of the VA, who presented
with a bilateral oligosymptomatic stroke with a hemo-
dynamic component caused by a plaque found in the
hypoglossal artery, which is an uncommon location of
stenosis. Final Comments: We demonstrate a case of rare
anatomic variation communicating the anterior and pos-
terior circulations. In this way, we show the importance of
knowing the anatomical variations in cerebral circulation
to identify possible unusual presentations of stroke and
to choose the best secondary prevention.
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STROKE IN AYOUNG PERSON: SLE AND FAS
ASSOCIATED WITH MULTIPLE EVENTS:
A CASE PRESENTATION
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Case Presentation: Patient 25 years old, with a history
of diagnosed idiopathic dilated cardiomyopathy and a
stroke in July 2021, was admitted to the service with a
decreased level of consciousness, mental confusion and
right heparesis, preceded by headache with onset of the
previous three days. Cranial CT showed acute cerebel-
lar hypodensity on the right, with chronic hypodensity
in the midbrain and right parietal lobe. In other exams,
normocytic normochromic anemia, lymphopenia, hypo-
albuminemia, proteinuria and microscopic hematuria
were evidenced. During complementary investigation,
right vertebral dissection was evidenced in AngioMR.
Taking into account the set of findings, an evaluation of
Rheumatology was requested. Rheumatologic screening
was positive for Lupus with associated Antiphospholipid
Antibody Syndrome (FAN 1: 1280; Anti-SM: positive; anti-
cardiolipin IgM and IgG: positive, lupus anticoagulant
positive). The patient evolved with pre-renal failure, due
to probable class 3/4 lupus nephritis, acute respiratory
failure of cardiogenic origin, with bilateral transudative
pleural effusion. Discussion: About 10% of stroke cases
occur in people under 45 years, with acquired thrombo-
philia and autoimmune diseases being the main precipi-
tating factors. SLE is an important cause, as it is a chronic
systemic inflammatory disease. About 36% of SLE cases
are associated with Antiphospholipid Antibody Syndrome
(APS), responsible for more than 20% of strokes in young
people and the most frequent cause of acquired throm-
bophilia. The mechanism of injury is mainly due to alter-
ations in coagulation, generating a prothrombotic state of
hypercoagulability, predisposing to multiple events. Final
Comments: In the case presented, the patient had SLE
and APS associated with a high level of disease activity,
even in the presence of adequate treatment. A fact that
predisposed the patient to present several thrombotic
events, with evidence of three strokes and bilateral deep
vein thrombosis of the lower limbs, even in the presence
of full anticoagulation. Evidencing that in these patients
the main decisive factor is the autoimmune disorder.

Doenca Cerebrovascular

39



XXX Congresso Brasileiro de Neurologia

TL 1106229

TL1106233

TL1106234

STROKE ASSOCIATION WITH EXTENSIVE
CENTRAL VENOUS TROMBOSIS IN THE
CONTEXT OF NEUROINFECTION

Alessandra Braga Cruz Guedes de Morais, Morgana
Feitosa de Queiroga, Pedro Rubens Araujo Carvalho,
Sarah Diégenes Alencar, Ana Silvia Sobreira Lima
Verde, Dkaion Vilela de Jesus, Esther Grangeiro
Barreto, Fabricio Oliveira Lima

Hospital Geral de Fortaleza. Fortaleza CE, Brazil
Hospital de Urgéncias de Goiania. Goiania GO, Brazil

alebcgmorais@gmail.com

Case Presentation: A 48 old female patient was admitted
to the emergency department due to several episodes of
seizures without recovery of consciousness lasting more
than 5 minutes. There was no record of previous diseases
besides one Hospitalization due to status epilepticus four
months earlier, from which she was discharged with val-
proate 500 mg once a day. Nonetheless, the patient was
known to live in precarious situation and to be a frequent
user of alcohol, tabaco, crack and cocaine. At the admis-
sion, the patient presented comatose, however without
vital signs alterations. She was stabilized after pharma-
cological measures and was performed intubation for
clinical support. Physical examination revealed left hemi-
paresis, worse at the upper limb and right eye mydriasis.
The Neurological Team was required due to symptoms
being presented within time for thrombolytic use in case
of acute stroke. A head computed tomography (CT) scan
revealed intense cerebral oedema and hyperdensity of the
cerebellar tentorium. At CT angiography it was observed
absent flow in inferior sagittal sinus, straight sinus and
bilateral transverse sinus. Patient was conducted as a
case of Central Venous Thrombosis and transferred to
the intensive care unit. Patient recovered partially with
persistence of right eye mydriasis and after waking up,
presented right ptosis. Further investigation revealed on
Magnetic Resonance Restricted diffusion within the right
lateral portion of the pons and midbrain, identifying com-
patible ischemia with clinical findings and pachymenin-
geal enhancement on cerebellar tentorium too. It was also
performed an angiography that observed absent flow in
sinuses and diffuse small venous engorgement leading
to the hypothesis of ischemia associated with low venous
flow. Fluid analysis showed discrete rise of cellular count
(06 cells with 70% lymphocyte) hyper proteinorachie (66
mg/mL) and hypoglycorrhachia (CSF to serum glucose
ratio 0,45). Granulomatous disease such as tuberculosis
was raised as a suspicion. On CT scan, the patient had a
typical diffuse “tree-in-bud” pattern, consolidations and
cavitations. This report intention is to contribute to the
differential diagnosis and relevance of neuroinfection
causing CVT which can also be responsible for arterial
ischemia. Association of epidemiological features with
unusual differential diagnosis were vital to deliver the
right treatment for the patient and could be used as an
example of a good clinical practice.
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SPONTANEOUS BILATERAL CAROTID
DISSECTION: A RARE PRESENTATION OF
ACUTE ISCHEMIC STROKE

Lucas Gondim Briand Vieira, lan Silva Ribeiro, Karla
Rafaele Silva Vasconcelos, Sarah Diégenes Alencar,
Karoline Ferreira Menezes Mororé, Alissa Ellen
Formiga Moura, Daniel Gurgel Fernandes Tavora,
Fernanda Martins Maia

Hospital das Clinicas da Faculdade de Medicina de
Ribeirao Preto. Ribeirao Preto SP, Brazil
Hospital Geral de Fortaleza. Fortaleza CE, Brazil

lucasbriand@hotmail.com

Case Presentation: A 57-year-old male patient was
referred from an Emergency Care Unit to our Hospital
due to a sudden loss of consciousness associated with
headache and high blood pressure at 10: 55 on 15/04/2022.
There was no history of neck pain, trauma, fall or sub-
stance use or abuse. The patient was admitted intubated
due to Glasgow Coma Scale < 9. Computed tomography
was performed, which showed slight left basal nuclei and
bilateral frontoparietal subcortical hypodensity, with no
bleeding. A new computed tomography was performed
the next day, which showed progress of the initial lesion
and a small right frontal cortical hypodensity. The patient
underwent magnetic resonance imaging that showed DWI
increased signal and reduced ADC values involving the
frontal cortex, frontoparietal white matter, basal nuclei and
internal capsule of both hemispheres with hyperintense
signal on T2/FLAIR, suggesting ischemia. Furthermore it
showed T2 and DWI high signal crescent sign indicating
intramural hematoma of both internal carotid arteries
and angiography was performed the next day which also
suggested bilateral carotid dissection and ruled out other
causes. Discussion: Dissection of vertebral and carotid
arteries are known causes of ischemic stroke and transient
ischemic attack. Dissection can occur due to an external
factor, such as trauma, neck manipulation, fall, or due to
an intrinsic vessel disease, such as fibromuscular dyspla-
sia, or spontaneously. Bilateral carotid dissection is a rare
presentation of the phenomenon. In the literature, these
cases were associated with blunt trauma, Eagle syndrome,
medication use, Ehlers-Danlos syndrome, and others.
Spontaneous bilateral carotid dissection is an even rarer
presentation of neck artery dissection, especially in a
patient without previous history of vessel disease. Final
Comments: Spontaneous bilateral carotid dissection is a
rare presentation of acute ischemic stroke and can cause
sudden loss of consciousness due to bilateral infarcts in
the brain. This case illustrates this rare presentation and
the importance of performing a vessel study in a patient
with a history suggestive of stroke for the evaluation of
cervical and intracranial vessels.
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PACHYMENINGITIS: A CASE PRESENTATION

Jodo Igor Dantas Landim, Isabella Nunes Matos,
Patricia Pereira de Andrade, Matheus Costa Bessa,
lan Silva Ribeiro, Robson de Sales Ferreira, Matheus
da Costa Guedes, Fernanda Martins Maia Carvalho,
Noberto Anizio Ferreira Frota, Déborah Moreira
Rangel

Hospital Geral de Fortaleza. Fortaleza CE, Brazil
Universidade de Fortaleza. Fortaleza CE, Brazil

Joao igorlandim@hotmail.com

Case Presentation: A 48 years old female, with history of
headache with phenotype of migraine with visual aura.
In 2005 she developed headache with pattern change,
suggestive of intracranial hypertension, and targeted
propedeutics was performed. On clinical and imaging
investigation, indirect signs of intracranial hypertension
were found on skull MRI such as: partially empty sella
turcica, enlargement of the perioptic liquoric spaces and
of the cavum of meckel, in addition to regular and diffuse
pachymeningeal thickening at the level of the cerebellar
tentorium, mainly on the right, as well as of the inter-
hemispheric sickle, in its posterior aspect without a clear
nodular aspect, a nonspecific finding from the etiological
point of view, but may be associated with diverse con-
ditions, such as pachymeningitis. The CSF was altered,
with increased opening pressure (29 and 30); and inflam-
matory features (cels: 11 (leucus 97%), no macrophages,
glucose: 58, prot: 119 1dh: 23). Ophthalmology evalua-
tion with campimetry was without significant changes.
Rheumatological and serological tests were negative,
except for a high serum IgG 4 value (260.1 - VR: 4-86).
Thus, he started treatment for IgG4 hypertrophic pachy-
meningitis with 1mg/kg/day Prednisone and Azathioprine
2-3mg/kg/day. After starting the medication, there was
a significant improvement in symptoms, but with a side
effect attributed to the corticosteroid, which is currently
still being weaned. Discussion: IgG4-related hypertro-
phic pachymeningitis is only one of many possible IgG4-
related diseases, it denotes inflammation and thickening
of the dura mater and often comes associated with sys-
temic symptoms such as fever, weight loss or abdominal
pain. Neurological disorders in these patients are often
associated with nerve or vascular compression, leading
to focal deficits, but diffuse inflammation of the dura can
lead to more diffuse presentations such as headache,
cervical stiffness, and seizures. Its diagnosis remains a
great challenge because of the compendium of possible
presentations and its indolent character, which ends up
delaying the search for medical assistance by patients.
Final Comments: The early diagnosis of hypertrophic
pachymeningitis is essential to stop disease progression
and brain damage. The management of the disease still
is a challenging due to its recent description in 2003, with
a pathophysiological picture not yet fully understood.
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AN UNUSUAL PRESENTATION OF AN ACUTE
ISCHEMIC STROKE DUE TO LARGE VESSEL
OCLUSION

Joao Igor Dantas Landim, Matheus Costa Bessa,
Gabriella Bezerra de Figueirédo, lan Silva Ribeiro,
Reed André Siqueira Severo, Fabricio Oliveira
Lima, Fernanda Martins Maia Carvalho, Norberto
Anizio Ferreira Frota, Samuel Ranieri Veras, Milena
Pitombeira Sales

Hospital Geral de Fortaleza. Fortaleza CE, Brazil
Universidade de Fortaleza. Fortaleza CE, Brazil
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Case Presentation: A 58-year-old male with unremark-
able medical history, was addmited in the emergency
department presenting sudden abnormal movements
in right side limbs. At initial neurologic evaluation, the
patient showed only hemichorea on the right side, and
his National Institute of Health Stroke Scale (NIHSS) score
was zero. After excluding cerebral hemorrhages in brain
CT scan and no contraindications for chemical thrombol-
ysis, Alteplase was administered. Cranial and cervical CT
angiography showed tandem occlusion in the left inter-
nal carotid artery and middle cerebral artery. Brain MRI
displayed, an area of restricted diffusion in the left insula.
He was admitted at Stroke Unit for etiologic evaluation, in
addition to acute phase care. There was a fluctuation of
deficits in the first 24 hours, nonetheless the patient was
discharged after 4 days of Hospitalization with complete
improvement of abnormal movements. The mechanism
was defined as athero-embolic with internal carotid artery
occlusion, probably chronic due to flow distribution
pattern evidenced in carotid, vertebral and transcranial
doppler scan. Discussion: Although hemichorea is an
uncommon symptom of AVC, studies reveal that vascular
etiology is the most prevalent non-genetic cause among
the various diseases that induce chorea. The results of
a study published in Neurology showed lesion network
mapping to anatomically heterogeneous lesions that can
cause hemichorea-hemiballismus, and while the findings
failed to localize a single region, it did show a 92 percent
connectivity to the posterolateral putamen, which plays
acentral anatomical and functional role within the basal
ganglia-thalamocortical motor loop, emphasizing its
importance in this unknown pathophysiology. Research
indicates that most patients experience complete remis-
sion of hemichorea-hemiballism within a few days after
stroke vascularization. The underlying cause of the clin-
ical finding must be treated, as in the case of the high-
lighted patient, which even without thrombectomy, pre-
sented full remission post thrombolysis. Final Comments:
Asudden onsethemichorea should be treated as an acute
stroke until proven differently. This case supports the
idea that the cortico subcortical transition of the insular
region has a role in the genesis of aberrant hyperkinetic
movements, as well as a probable functional linkage with
the basal ganglia
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HYPERKINETIC MOVEMENTS OF
HYPERACUTE ONSET: A CASE
PRESENTATION TREATED WITH RTPA

Ménica Maria Costa do Régo Alvares, Kellen Paiva
Fermon, George Nilton Nunes Mendes, Fabricio
Oliveira Lima, Samuel Ranieri Veras, Tamires
Ferreira do Carmo, Alberto Jorge Castelo Branco
Roque, Walisson Grangeiro Bringel Silva, Déborath
Lucia Oliveira Diniz, André Borges Ferreira Gomes
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monicaamancio@gmail.com

Case Presentation: 64-year-old woman, hypertensive,
previously functional (Rankin 0). She had sudden dys-
arthria, central facial palsy (CFP), and left hemiparesis.
There was the resolution of the deficits and a clinic pic-
ture of hyperkinetic movements began. She was admit-
ted to the neurological emergency with a stroke in the
therapeutic window for thrombolytic treatment and on
physical examination, chorea movements were observed,
characterized by brief, random and irregular involuntary
muscle contractions affecting the left side, associated with
a slight effacement of the ipsilateral nasolabial fold and
slurred speech. NIHSS: 2 (dysarthria and CFP). Cranial
computed tomography: 10 aspects and cranial computed
tomography angiography: occlusion in the proximal seg-
ment of the right middle cerebral artery. No dysglycemia.
After ruling out exclusion criteria, thrombolysis was per-
formed. A few minutes after the rTPA, she had a resolu-
tion of the movement disorder. Control image delimited
lesion in Lentiform Nucleus and Insula section on the
right. The investigation of the mechanism evidenced Atrial
Fibrillation as, a probable cardioembolic mechanism.
The deficits were discharged stable and with outpatient
follow-up. Discussion: Movement changes can be pri-
mary (genetic) or secondary to cerebrovascular disease,
autoimmune conditions, metabolic causes, neoplasms
(mass effect or paraneoplastic syndromes), iatrogenic
(drug-induced), or trauma. Movement disorders second-
ary to stroke are a rare manifestation of cerebrovascular
disease. They account for up to 22% of secondary move-
ment disorders and develop in 1-4% of stroke patients.
The main structures affected are the basal ganglia (44%)
and thalamus (37%), although there are case studies that
also affect the cerebral cortex. Vascular chorea is rarely
progressive and may regress spontaneously in about half
of patients, but others may persist with symptoms and
need to be treated. Final Comments: Although rare, the
initial presentation of acute cerebral ischemia may present
with hyperkinetic movement disorders and should be an
important differential diagnosis for acute-onset chorea.
Thus, rapid and decisive action must be performed with
an acute phase protocol.
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SPONTANEOUS SPINAL EPIDURAL
HEMATOMA AS A STROKE MIMIC IN TIME
WINDOW FOR THROMBOLYSIS

Fernando Cavalcanti de Sa e Benevides Falcao,
Rafael Augusto Rosalem, Igor Vilela Brum,
Guilherme Diogo Silva, Adalberto Studart Neto,
Mateus Mistieri Simabukuro, Luiz Roberto
Comerlatti

Universidade de Sao Paulo. Sao Paulo SP, Brazil

f.falcao@hc.fm.usp.br

Case Presentation: A 73-year-old woman presented to
the Emergency Department with right hemiparesis and
ipsilateral neck pain with sudden onset three hours before
arrival. Her past medical history included hypertension
and diabetes, but no remarkable history of neurological
disease. Code Stroke was activated. At admission, her
blood pressure was 220/105 mmHg and her blood glucose
level was 213 mg/dL. Her National Institutes of Health
Stroke Scale score was 8 due to a right-sided hemiple-
gia; there was no facial palsy. CT scan showed no signs
of recentischemic infarction or intracranial hemorrhage.
CT angiography showed no sign of arterial occlusion,
critical stenosis or dissection. As the patient was taken
backto the emergency room, her motor deficitimproved
substantially spontaneously, but then got worse again.
The team decided to proceed with thrombolytic therapy,
but the time window ran out due to poor blood pressure
control despite increasing doses of intravenous vasodi-
lator drug. The patient was then started on antiplatelet
therapy for secondary prophylaxis. 24 hour follow-up
CT scan showed no changes from the initial exam. The
patient performed an MR angiography for persisting
neck pain, which revealed a posterolateral right-sided
cervical epidural hematoma. Because her motor deficit
had remained stable over the last day, a conservative
approach was chosen. Discussion: Spontaneous Spinal
Epidural Hematoma (SSEH) represents a rare cause of
spinal cord compression and neurological emergency.
Paraplegia or tetraplegia are the most common presen-
tation, while hemiparesis is considered to be a rare fea-
ture, more commonly associated with cervical epidural
hematoma. In these rare stroke mimicking presentations,
thrombolytic therapy, anticoagulation or treatment with
an antiplatelet agent can lead to hematoma expansion and
need for a prompt surgical evacuation. Although clinical
presentation may be similar to a stroke, previous studies
have reported persistent neck or back pain and absence
of facial weakness as a high index of suspicion of SSEH,
and may help to distinguish from cerebral etiologies. Final
Comments: This case represents a rare stroke mimic with
potential harm associated with thrombolytic therapy, so
SSEH should be always suspected as a differential diagno-
sis of ischemic stroke to avoid fatal outcomes.
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A CASE OF STROKE IN A PATIENT WITH
DOWN SYNDROME ASSOCIATED WITH
MOYAMOYA SYNDROME

Adelmar Marinho Neto, Julio Farias Rangel, Daniel
Monte de Andrade Gervasio, Yan Gondim de Sousa,
Miguel Vieira de Almeida

Hospital Regional do Sertao Central. Fortaleza CE,
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Universidade Estadual do Ceara. Fortaleza CE,
Brazil

Universidade Estadual do Cearéa.Jodo Pessoa PB,
Brazil

juliofr04@hotmail.com

Case Presentation: A patient with a previous diagnosis
of Down Syndrome (DS) was sent to a stroke referral
Hospital ten days after a stroke. At the initial neurological
examination, he manifested a state of alertness, in addi-
tion to being uncooperative, aphasic, and unresponsive
to commands. He presented facial paralysis, hemipare-
sis, and hypoesthesia on the left, indicating a suspected
cerebral infarction. A Cranial Computed Tomography
(CT) showed hypodensity in the right middle cerebral
artery (MCA) and Ecass 1 transformations. Due to the
ictus having occurred ten days before admission, the
approach remained conservative at the subacute stroke
division. On CT angiography, there were occlusions in M1
segments of MCA and Moyamoya pattern, manifested by
stenosis of the left internal carotid artery and apparent
hypertrophy of the collateral lenticulostriate arteries.
The patient evolved clinically and hemodynamically
stable, but still alert, uncooperative, and aphasic. After
discussion with a neurologist, the patient was discharged
from the Hospital with follow-up care in health services.
Discussion: Moyamoya disease represents an arteriopathy
with stenosis in segments of the internal carotid arteries,
with hypertrophy of collateral vessels. Former character-
ized as an idiopathic condition, it’s now associated with
genetic disorders and a higher risk of cerebral infarction,
which is relevant in this case presentation, due to the
aggravating factor related to DS. Such an etiological cor-
relation for arteriopathy resides in the fact that the gene for
the alpha chain of collagen VI islocated on chromosome
21, as well as the genes of other proteins that interfere with
arterial physiology. Moyamoya diagnosis in patients with
DS occurs at an average age of 9.7 years. The previous
diagnosis helps avoid the commonly observed course
of recurrent stroke. Anticoagulant preventive measures
can also be implemented to reduce complications. In
the report, the patient with DS did not receive follow-up
care by health professionals until the age of 31, when he
presented with the acute condition of arteriopathy that
culminated in stroke, revealing the risks of late observa-
tion of the disease. Final Comments: Due the evidence
of severe conditions after the correlation between Down
Syndrome, Moyamoya disease and the reported stroke,
the greater dissemination of knowledge associated with
the case is essential to health professionals is necessary
to define the appropriate conduct and treatment.
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INTRAVASCULAR LYMPHOMA PRESENTING
STROKE AND ISCHEMIC MYELOPATHY

Renan Fabri Rosenstein, Mateus Belo, Jodo Paulo
Yoshio da Silva, Francisco Araljo, Luan Marchi,
Marcos Castello Barbosa, Marcelo Houat de Brito,
Luiz Roberto Comerlatti, Leandro Tavares Lucato,
Mateus Mistieri Simabukuro

Hospital das Clinicas da Universidade de Sao Paulo.
Sao Paulo SP, Brazil

Instituto do Cancer do Estado de Sao Paulo, Sao
Paulo SP, Brazil

Hospital das Clinicas da Faculdade de Medicina da
USP, Sao Paulo SP, Brazil

renan.rosenstein@hc.fm.usp.br

Case Presentation: A 78-year-old female presented with
subacute and progressive lower limb weakness and numb-
ness, urinary retention, confusion and weight loss. Her
past medical history included hypertension, trigeminal
neuralgia and meningioma resection eleven years before
presentation. Upon admission, neurological examination
showed impaired attention and executive dysfunction,
along with asymmetric spastic paraparesis (worse on the
right leg) and a dermatomal sensory deficit level at T4.
Laboratory findings were noticeable for pancytopenia.
Patient underwent neuroimaging. Brain MRI revealed
multiple areas of T2/FLAIR hyperintensities in addition
with restricted diffusion in the parasagittal gray and white
matter bilaterally, overlapping with internal and external
watershed zones of the frontal, parietal, and occipital
lobes, indicating an ischemic etiology. Spine MRI showed
hyperintensities on T2-weighted sequences, predom-
inantly in the central and upper segments of thoracic
spinal cord, also consistent vascular insult. CSF exam-
ination was normal. Because of pancytopenia, a bone
marrow biopsy was obtained, which confirmed an intra-
vascular non-Hodgkin B cell lymphoma. Chemotherapy
was initiated afterwards and patient is showing gradual
neurologic improvement during follow-up. Discussion:
Intravascular large B cell lymphoma (IVLBCL) is a rare
subtype of extranodal large B-cell lymphoma with an
aggressive course, which may affect multiples organs,
including central nervous system. Its main feature resides
on the fact that tumor cells have a confined proliferation
within the lumen of small and medium-sized vessels, dif-
ferentiating IVLBCL form other forms of lymphoma. Even
though any organ may be involved, skin and CNS are the
most commonly affected sites. Most frequent neurologi-
cal symptoms are cognitive impairment (encephalopathy
and dementia) and myelopathy with neuroimaging show-
ing infarct-like lesions due to vessel occlusion by tumor
cells. IVLBCL poses a diagnostic challenge because ofits
protean manifestation and lack of specific laboratory and
imaging findings. In addition, PET-CT is usually negative
because this type of tumor tends to remain intravascular.
Final Comments: The importance of this case lies in the
fact that the combination of concomitant brain and spinal
cord scattered infarction with systemic findings (pancy-
topenia and constitutional symptoms) must include this
rare, underecognized disease in the differential diagnosis.
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MANIC EPISODE ASSOCIATED WITH
ISCHEMIC STROKE: CASE PRESENTATION
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Case Presentation: A 61-year-old man was admitted to
a psychiatric inpatient center with a manic episode. He
had a diagnosis of hypertension and a past history of
a short-lived mild depressive episode 4 years ago with
spontaneous resolution. The patient had been in his
usual state of health until 15 days before the admission,
when he presented mood alteration, labile affect, dis-
inhibition, grandiose ideas and persecutory delusions,
noted by family and coworkers. At that point, the patient
was admitted to the inpatient setting. The neurological
exam showed preserved strength, sensitivity, coordina-
tion and gait. Laboratory screening tests with serologies
showed no alterations. The brain magnetic resonance
imaging showed signs of subacute ischemic event in the
posterior branch of the left internal capsule and mild
microangiopathy. A cerebral magnetic resonance angiog-
raphy showed no hemodynamically significant stenosis.
A treatment with lithium 900mg and olanzapine 5mg was
started with great improvement. When the patient was
discharged after 3 weeks, he returned to work and kept
follow-up on an outpatient basis. Discussion: Mania is
characterized by affective disturbances and can manifest
with various symptoms, including increased talkativeness,
flight of ideas, racing thoughts, abnormal distractibility
and increased energy. It is reported to be an uncommon
manifestation after stroke. In this setting, its frequency
is < 1%, compared with depression and other mood dis-
orders. Post-stroke mania should be considered in any
manic patient who has concomitant neurological deficits
and is older than expected for the onset of primary mania.
This presentation is most common when lesions occur in
the right cerebral hemisphere, specially in the thalamus
and caudate nucleus, although left-sided lesions have
also been reported. From a review of the literature, it was
noted that most of the data about this topic focuses on
case presentation. Final Comments: The case presented
is a rare episode of mania after ischemic stroke with
unusual involvement of the left internal capsule which
emphasizes the importance of neuroimaging in the first
episode of mania. A longer follow-up is needed to assess
the recurrence of symptoms and, in this case, distinguish
between causality and correlation. Further studies are
required to better understand this association of events.
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SUBARACHNOID HEMORRHAGE DUE
TO SPONTANEOUS RUPTURE OF AN
ARACHNOID CYST: CASE PRESENTATION
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Case Presentation: A 37-year-old female patient seeks
medical care at a private Hospital in Sao Paulo. She was
referring sudden, pulsating headache, with photophobia
and phonophobia. The neurological examination was
unremarkable. As the only previous medical history, she
had deep venous thrombosis in 2014, since then she was
irregularly using of Warfarin. She underwent CT and MRI
of the skull which showed enlargement of the bilateral ret-
rovermian and retrocerebellar cerebrospinal fluid space,
with thin membranes/septations inside, and heteroge-
neous content, with deposition ofhemoglobin degradation
products. Such findings are consistent with a retrovermian
arachnoid cyst with hemorrhagic content. No abnormal-
ities were found in cervical abd intracranial arteries with
angiotomography. The prothrombin time was normal and
international normalized ratio (INR) was 1. The patient was
discharged after 2 days of Hospitalization with improve-
ment in the headache. Discussion: Arachnoid cysts are
collections of fluid located between the meningeal mem-
branes. They are congenital and are formed due to a valve
defect in the arachnoid membranes, which facilitate the
passage of cerebrospinal fluid into its interior, leading to
the formation of the collection. Most arachnoid cysts are
anincidental finding. About 1 to 2% of the population has
a subarachnoid cyst and symptoms can be seen when
the cyst increases in size or bleeds inside the cyst. Thus,
the case presented is a rare condition. Final Comments:
The patient presented a headache with a warning sign -
tunderclap headache - and was investigated aiming to
rule out a subarachnoid hemorrhage which is frequently
associated with aneurysm rupture. The neuroimaging
findings disclosed a rare complication of the arachnoid
cyst. The most important risk factor for arachnoid cyst
hemorrhage is trauma. In the case described, there was
no history of trauma. Another possibility would be the
use of an anticoagulant; however, this association was
ruled out with normal prothrombin time. The risk of
intracystic hemorrhage in people using anticoagulants is
unknown and so far there is no contraindication to their
use in this population.
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BLUE TOE SYNDROME AND STROKE: A
CASE PRESENTATION ON SIMULTANEOUS
CARDIOEMBOLISM
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Case Presentation: A 76 years old male, with chronic atrial
fibrillation (AF), CHA 2 DS 2 -VASc: 8, was admitted with
sudden homonymous left hemianopsia andmild lefthe-
miparesis (NIHSS 2) associated with fixed cyanosis of the
first left pododactile. A diagnosis of acute right posterior
cerebral artery occlusion was made concomitance with
acute occlusion of the dorsal digital artery.The patient
had previously suspended warfarin treatment30 days
before the event. Brain magnetic resonanceshowed a
definite ischemic area in the right occipital, left medial
occipital, and left cerebellar region. A transesophageal
echocardiogram (TEE) showed a mobile thrombus in the
left atrial appendage (LAAT)measuring approximately
1.1 cm x 0.8 cm. The vascular surgery team recognized
systemic embolization to the distal arterial bed, and only
medical therapy with anticoagulants was recommended.
Abdominal ultrasound revealed discrete atheroma plaques
inthe abdominal aorta without any other signs of embolic
eventsat different sites. The warfarin anticoagulation was
resumed, but the patient presented a labile INR, soanti-
coagulation was switched to dabigatran with good evolu-
tion. Discussion: AF is a significantcause of systemic and
especially brain embolization.Dislodgment of thrombus
from the left atrium into the circulation is one possible
mechanism that explainsembolic episodes in atrial fibril-
lation patients. Althoughblue toe syndrome was initially
described in patients with microemboli from proximal
atherosclerotic lesions, an annual rate of 0,4%/yr was
documented in atrial fibrillation patients in antiagrega-
tion therapy. Prevention of stroke and systemic embolic
events had been successfully demonstrated with DOACs
use in AF patients, but in some series, the prevalence of
LAAT in patientsanticoagulated for at least three weeks
with DOACs can be as high as 5,8% depending on the TEE
screening strategy used a similar rate in anticoagulation
with warfarin. Final Comments: We describe a simulta-
neous blue toe syndrome and ischemic stroke secondary
to multi-source embolic sourcestreatedwith anticoagu-
lation with dabigatran. DOACs use can be an option in
cases like these, particularly in patients com labile INR
or contraindications to warfarin use.
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CASE PRESENTATION MEDULLARY
VASCULAR ACCIDENT DUE TO DISSECTION
OF THE DESCENDING BRANCH OF THE
ABDOMINAL AORTA ARTERY HOLY HOUSE OF
MERCY OF SANTOS

Vanessa Moraes Rossette, Thiago da Cruz Marques,
Natalia Figueiredo Miranda, Beatriz Medeiros
Corréa, Raphael Palomo Barreira, Clara Kimie
Miyahira, Guilherme Rocha Storte, Daisi Carolina
Fritz Jordao

Santa Casa da Misericérdia de Santos. Santos SP.
Brazil

vanessarossette7/@hotmail.com

Case Presentation: A 65 years- old, man, previously dia-
betic and hypertensive. Admitted to the intensive care unit,
with sudden back pain, associated with weakness and
paresthesia of the lower limbs. During Hospitalization,
it evolves with urinary retention, paraplegia and lower
limb anesthesia. On admission, an echocardiogram was
performed in atrial fibrillation rhythm with diffuse hypoki-
nesia. Magnetic resonance imaging of the skull with areas
of restriction to diffusion in the occipital, periventricular
and corona radiate regions and of the thoracic spine with
signal alteration in the anterior and central situation of
the spinal cord, in the T4-T7 region, which correspond
to spinal infarction. To proceed with the investigation, a
chest angiotomography was requested, which showed
thoracoabdominal aortic dissection (type IIIB), with
thrombus in the descending aorta and bilateral pericardial
and pleural effusion. After the examination findings, the
patient was transferred to a referral Hospital and surgical
correction of the dissection. Discussion: Aortic artery
dissection is the rupture of the aortic intima that allows
blood to penetrate the aortic wall and promote the dis-
continuity of vascular layers. The event may be secondary
to the presence of an aortic aneurysm, characterized by
irreversible dilation of the vessel wall, whose predisposing
factors are smoking, hypertension, and atherosclerosis,
congenital, genetic and infectious diseases. When dissec-
tion occurs, there is a risk of complications, with ischemic
phenomena being observed upstream and downstream
of the initial orifice, such as spinal cord ischemia, a rare
complication with significant neurological symptoms
and a high rick of sequel. To report a case of medullary
vascular event secondary to abdominal aortic dissec-
tion, as a differential diagnosis of acute flaccid paralysis
using data from medical records. Final Comments: The
case in question raises the discussion about a rare type
of complication resulting from abdominal aortic dissec-
tion, spinal ischemia, which must be remembered and
investigated in cases of acute flaccid paralysis, aiming
at early diagnosis and treatment making it possible to
reduce neurological sequel.
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BOTULINUM TOXIN AS TREATMENT FOR
VASCULAR HEMICHOREA-HEMIBALLISM:
A CASE PRESENTATION

Daniel Alves de Oliveira, Arthur Cesério de Holanda,
Vitor Maia Arca, Raphaelly Ribeiro Campos, Joao
Pedro Matos de Santana, Luisa Couceiro de
Albuquerque Macédo, Ana Rosa Santana, Geovane
Gomes Silva, Eduardo Sousa de Melo, Clélia Maria
Ribeiro Franco

Hospital das Clinicas da Universidade Federal de
Pernambuco. Recife PE, Brazil

daniel_oliveira_@live.com

Case Presentation: A 55-year-old male patient started
with altered sensitivity in the right hemibody seven days
before admission, in addition to abnormal movements
in the right arm, starting after waking up, with no appar-
ent triggers and which improved during sleep. He had a
previous history of unspecified cardiac arrhythmia, with
irregular use of propafenone, acetylsalicylic acid and rosu-
vastatin. Physical examination showed abnormal move-
ments on the right side, sparing the face and worse in the
proximal part of the right upper limb, with low frequency,
high amplitude, arrhythmic and erratic, characteristics
of hemichorea-hemiballismus. Biochemical and sero-
logical tests were normal. Brain MRI showed ischemic
stroke with areas of subacute ischemia in the occipital
lobe and left occipitotemporal transition. Drug treatment
was performed with high doses of Haloperidol, Valproic
Acid and Clonazepam without satisfactory clinical con-
trol. Botulinum toxin type A was applied with 300UI to the
right trapezius muscle and 200U to the right latissimus
dorsi muscle, with considerable improvement in move-
ments after thirty days and with preservation of strength
in all four limbs. Discussion: Hemichorea-hemiballismus
syndrome is one of the main movement disorders caused
after a stroke. The main treatments described are typical
and atypical antipsychotics, antiepileptics and presyn-
aptic dopamine depletors. The use of botulinum toxin
is well established in some hyperkinetic movement dis-
orders such as dystonia, myoclonus and tics; its use in
hemichorea-hemiballismus is still poorly studied, with
little evidence found in the literature. Our case presented
agood response similar to the few cases described in the
literature. Final Comments: The use of botulinum toxin
in the treatment of hemichorea-hemiballismus can be
effective in patients who are refractory to drug treatment.
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A CASE OF STROKE CORRELATED WITH
THREE TERRITORY SIGN IN A PATIENT WITH
TROUSSEAU SYNDROME

Adelmar Marinho Neto, Daniel Monte de Andrade
Gervasio, Julio Farias Rangel, Miguel Vieira de
Almeida, Yan Gondim de Sousa

Hospital Regional do Sertao Central. Fortaleza CE,
Brazil

Universidade Estadual do Ceara. Fortaleza CE,
Brazil

Universidade Estadual do Cearéa.Jodo Pessoa PB,
Brazil

juliofr04@hotmail.com

Case Presentation: A 78-year-old male patient, hyper-
tensive and former smoker, was admitted to a tertiary
Hospital with suspected ischemic stroke, presented with
leftupper limb plegia and left lower limb paresis for three
days before the admission, with mild dyslalia and respon-
sive to verbal commands. Cranial Computed Tomography
(CT) revealed gliosis and myelin rarefactions, and Cranial
Magnetic Resonance Imaging (MRI) showed randomly
distributed foci of ischemic insult in three brain regions.
Four days after admission, the patient reported worsening
epigastric pain with irradiation to the spine. A CT scan
of the abdomen/pelvis indicated a primary solid-cystic
lesion, involving the body of the pancreas and bilateral
renal cysts. USG indicated secondary neoplastic liver
implants. The presence of cerebrovascular lesions in three
regions suggested a diagnosis of Trousseau Syndrome
(TS) associated with a neoplastic condition. The patient
remained clinically stable and it was decided to maintain
the clinical treatment of the stroke, and he was assigned
for a follow-up at the oncology department. Discussion:
TS is characterized as a spectrum of pathophysiological
disorders associated with neoplastic conditions that can
cause microthrombi by mucin, P-selectin, and L-selectin
and thrombi induced by the action of tissue factors.
Thrombotic events may precede the diagnosis of visceral
malignancy or arise concomitantly with the tumor, indi-
cating a hypercoagulable state with a tendency to mul-
tiple thromboembolisms. Ischemic stroke is character-
ized by the occlusion of blood vessels that carry out the
vascularization of the Nervous System (NS), with active
cancer being a risk factor for this clinical condition. In
TS, the excess of embolic signals in patients with active
neoplasia explains the lesion in three territories associ-
ated with stroke. In the report, the 78-year-old patient
was diagnosed with solid-cystic lesions in the pancreas
with an MRI indicating multiple foci of ischemic insult
and pattern in three territories of cerebrovascular com-
promise. Final Comments: Due to the association of TS
with a clinical condition of hypercoagulability that favors
thromboembolic occurrences, it is necessary for health
professionals to identify the etiology of ischemic stroke
episodes of neoplastic origin more quickly and accu-
rately. Familiarization with such vascular injuries may
allow conduct thatleads to a better prognosis for patients.
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IMPACT OF COVID-19 PANDEMIC ON THE
NUMBER OF THROMBOLYSIS PERFORMED
DURING THE CLOSURE OF THE STROKE UNIT
IN ANEUROLOGICAL REFERRAL CENTER

Vitor Maia Arca, Maria Eduarda da Costa Brandao
Justino, Monique Evelyn Mendonca do Nascimento,
Pedro Lucas Negromonte Guerra, Ana Dolores
Firmino Santos do Nascimento

Hospital das Clinicas da Universidade Federal de
Pernambuco. Recife PE, Brazil

Faculdade Pernambucana de Saude. Recife PE,
Brazil

Hospital da Restauracao. Recife PE, Brazil
Universidade de Pernambuco. Recife PE, Brazil

vitorm_arca@hotmail.com

Case Presentation: With the Covid-19 pandemic, a new
scenario and a new demand has become a priority in
health services globally, causing impact, restructuring
and even closing of stroke units around the world. (1) All
these measures had an impact on the care of patients with
acute stroke, both in developed and developing coun-
tries. (2) The neurology emergency unit at Hospital da
Restauracdo in Recife/Pernambuco, one of the services
with the highest flow of care for patients with acute stroke
in the Northeast, also had to readjust to the new scenario
imposed. Objective: To observe the impact of the clo-
sure of the stroke unit at Hospital da Restauracao in the
period from May 2020 to October 2021 and to compare
the difference in the numbers of thrombolysis performed
before closing (January 2020 to April 2020) and after the
reopening, from November 2021 to April 2022, with the
numbers of thrombolysis performed in the 18 months in
which the unit remained closed. Methods: An observa-
tional, retrospective, cross-sectional study was performed
by analyzing the medical records of patients undergoing
chemical thrombolysis, in a period of 28 months, which
corresponded to the period from January 2020 to April
2022 in the neurological emergency of the Hospital da
Restauracao - Recife. Results: The total number of patients
undergoing chemical thrombolysis from January 2020 to
April 2022 was 153. In 2020, 79 patients were thrombolysed
and in 2021 there were 42 patients. In these 28 months of
study, 10 months corresponded to the period of operation
of the unit, with closure in May 2020 and reopening in
November 2021. The period of operation of the stroke unit
corresponded to 35% of the period analyzed. While the
stroke unit was open, 60% of the Hospital’s thrombolysis
were performed throughout the analyzed period. With the
reopening of the stroke unitin November 2021, 48 patients
have already undergone chemical thrombolysis in the first
4months of 2022, corresponding to an absolute increase
0f342.8% over the previous year. Final Comments: Stroke
units around the world guarantee better care for patients
with acute stroke phase. (3) They promote better func-
tionality outcome in all acute-phase patients, regardless
of whether they were undergoing thrombolytic therapy.
(4) In this study, we observed the negative impact on the
amount of chemical thrombolysis performed, at a time
when the Covid 19 pandemic reached the worst rates in
the state Pernambuco.
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STROKE MIMIC THROMBOLYSIS IN A
PATIENT WITH PARTIAL ABDOMINAL
ANEURYSM THROMBOSIS

Luiza Alves Monteiro Torreéo Villarim, Alex Tiburtino
Meira, Matheus Gurgel Saraiva, Rafael de Souza
Andrade, Paulo Anténio Farias de Lucena, Mylena
Gaudéncio Bezerra, Jeanina Cabral Dionizio,
Francisco Anderson de Sa Carvalho, Arthur Felipe
Barbosa Vasconcelos, Daniel Vicente de Siqueira
Lima Junior

Hospital Metropolitano Dom José Maria Pires. Joao
Pessoa PB, Brazil

Universidade Federal da Paraiba.Jodo Pessoa PB,
Brazil

luizavillarim@hotmail.com

Case Presentation: MGFM, 73 years old, female, with
normal pressure hydrocephalus (NPH) using a ventric-
uloperitoneal shunt (PVD), was admitted to the Hospital
due to spontaneous exteriorization of an abdominal
catheter. During the investigation, a partially throm-
bosed fusiform aneurysm was observed in the infrarenal
segment of the abdominal aorta, with an extension of 10
cm and a diameter of 8.0x6.2 cm, with characteristics
of instability. Indicated aortic endoprosthesis. While
waiting for the procedure, the patient developed vomit-
ing and sudden aphasia, presenting a score of 11 on the
National Institutes of Health Stroke Scale (NIHSS). Cranial
tomography presented an ASPECTS of 10. Intravenous
chemical thrombolysis with alteplase was performed,
the post-procedure NIHSS score was 8, with no other
complications. Ultrasound study of the cervical arteries
and echocardiogram were normal. Magnetic Resonance
Imaging of the Skull did not show an area of previous
ischemia, configuring, therefore, a mimic stroke of a
patient with hydrocephalus of undetermined origin. The
patient was discharged with a NIHSS of 2. Three months
later, the endoprosthesis implantation surgery was suc-
cessfully performed. Discussion: Intravenous thrombol-
ysis is associated with an increased risk of intracranial
aneurysm rupture, resulting in intracranial hemorrhage.
The 2018 American Heart Association (AHA) guidelines
suggest that thrombolysis is safe in unruptured intra-
cranial aneurysms less than 10 mm in diameter. There is
no recommendation regarding extracranial aneurysms.
Experience with endovascular thrombectomy in patients
with thrombosed intracranial aneurysms causing acute
stroke is also limited. Proposed mechanisms of stroke
related to unruptured aneurysms include thrombosis
with distal embolization, extension of the thrombosis
to the parent artery, or compression of the parent artery
by the aneurysm. The risk of symptomatic intracranial
hemorrhage in people with stroke mimic is low. Final
Comments: It is unclear whether thrombolysis is safe in
extracranial aneurysm cases, future case series may be
useful to answer the question. Furthermore, in cases of
ischemic stroke within the therapeutic window, intrave-
nous thrombolysis should be performed, except in known
contraindications, because even in cases of stroke mimics
the risk of intracranial bleeding is low.
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OPALSKI SYNDROME IN LEFT BULBAR
ISCHEMIC STROKE: CASE PRESENTATION

Daniel Alves de Oliveira, Vitor Maia Arca, Arthur
Cesario de Holanda, Raphaelly Ribeiro Campos,
Ana Rosa Santana, Geovane Gomes Silva, Eduardo
Sousa de Melo

Hospital das Clinicas da Universidade Federal de
Pernambuco. Recife PE, Brazil

daniel_oliveira_@live.com

Case Presentation: A 50-year-old male patient started ten
days ago with intense headache in the left frontal region,
tightness, with nausea and vomiting. Symptoms wors-
ened after four days, with loss of left lower limb strength
and vertical diplopia. On physical examination, Horner
syndrome on the left, with miosis and ptosis; skew devi-
ation with hypotropia in the left eye; complete left spastic
hemiparesis predominantly in the left lower limb; alter-
nating thermal and painful hemihypoesthesia was also
observed, alternating with involvement of the left hemiface
and rightlimbs. Brain MRI showed an ischemic stroke in
the lateral region of the left medulla. Discussion: Opalski
syndrome is a rare variant of lateral bulbar infarction, char-
acterized by the triad of ipsilateral hemiparesis, Babinski
sign and contralateral hypothermalgesia. Although our
patient did not have Babinski’s sign, he did have spastic-
ity, which corroborates the involvement of the pyramidal
tract. Lateral bulbar lesions may present with diplopia,
nystagmus, and bias deviation due to involvement of the
vestibular pathways. Final Comments: In cases of stroke
with hemiparesis, diplopia and asymmetric deviation,
with contralateral sensory changes, Opalski’s syndrome
due to lateral bulbar involvement should be considered.
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THROMBOLYSIS IN A LARGE UNRUPTURED
INTRACRANIAL ANEURYSM: A CASE
PRESENTATION

Filipe Nolasco de Souza e Silva, Mariana Soares
Pinheiro, Maria Clara Carvalho Silva de Amorim, Ana
Flavia Souza Freire da Silva, Karla Oliveira Couto,
Rayanderson Nunes da Gama, Jodo Gabriel Teixeira
Mota, Renan Carvalho Castello Branco, Daniel
Lordelo San Martin, Pedro Antonio Pereira de Jesus

Hospital Santa Izabel. Salvador BA, Brazil
Hospital Geral Roberto Santos. Salvador BA, Brazil

filipe.nolasco95@gmail.com

Case Presentation: A 17-year-old patient, with a previous
diagnosis of aneurysm in the right middle cerebral artery
(4.7x2.4x1.9 cm), presented to our Hospital complaining of
sudden onset of left sided hemiparesis and hemihypoes-
thesia (NIHSS 14). On admission, computed tomography
hasn’t showed any ischemic parenchymal injury or intra-
cranial bleeding. Computed tomographic angiography
has confirmed diffusely irregular aneurysmal dilatation
throughoutits M1 segment of right middle cerebral artery
associated with occlusion of the same vessel and the A1
segment of anterior cerebral artery. He underwent chem-
ical reperfusion therapy with Tenecteplase 0.25mg/kg,
with excellent outcome, improving the NIHSS to 5 in a
few hours. Arteriography confirmed a dissecting aneu-
rysm of right MCA. Patient has maintained neurological
improvement being discharged with NIHSS 3 and an
elective evaluation of aneurysm approach. Discussion:
The major concern with intravenous thrombolytic ther-
apy is the presence of symptomatic intracranial bleeding.
The presence of aneurysmal formation is not an absolute
contraindication for thrombolysis, however, due to the
increased risk of bleeding, there is a tendency to choose
not to proceed with the therapy. Final Comments: Most
guidelines and studies point to a reasonable safety of
thrombolysis in aneurysms < 10 mm, but there is still little
information about aneurysms with larger dimensions.
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INTERNAL CAROTID ARTERY DISSECTION IN
THE POSTPARTUM PERIOD

Raphaelly Ribeiro Campos, Eduardo Sousa de
Melo, Geovane Gomes Silva, Vitor Maia Arca, Daniel
Alves de Oliveira, Arthur Ceséario de Holanda, Ana
Rosa Santana, Luziany Carvalho Araujo, José Luiz
Miranda de Inojosa, Victor de Moraes Chagas

Hospital das Clinicas — HC - UFPE

camposraphaelly@gmail.com

Case Presentation: Caso 1 - A 36 year-old woman, on the
21st day after vaginal delivery, presenting a sudden episode
of complete left hemiplegia, hemi-hypoesthesia and tactile
and auditory hemineglect. She had moderate-intensity
right hemicranial headache started 12 hours before the
event. She was admitted to the emergency department
1 hour and 17 minutes after the ictus (NIHSS 11), under-
going a CT scan of the skull with ASPECT 10 and then
submitted to venous thrombolysis, with no neurological
improvement. Subsequently, she performed a new cranial
CT showing right frontoparietotemporal hypodensity and
extracranial CT angiography showing signs of dissection
of the right internal carotid artery and irregular proximal
third on the left internal carotid artery, with focal ecta-
sia. Case 2 - A 33-year-old woman, on the 14th day after
cesarean delivery, had a sudden episode of complete left
hemiplegia, hemi-hypoesthesia and hemineglect for all
modalities. She had a mild headache with progressive
onset. She was admitted to the emergency department
with 5 hours after the ictus (NIHSS 8), with CT of the
head was normal. Under investigation, she performed a
new head CT 48 hours after the event, with right fronto-
parietotemporal hypoattenuation and extracranial CT
angiography with signs of bilateral internal carotid artery
dissection. Discussion: Cervicocerebral arterial dissection
is one of the most frequent causes of ischaemic stroke in
young and middle-aged adults. (1) However, postpar-
tum cervicocerebral arterial dissections are much rarer,
accounting for only 6% of spontaneous arterial dissection
in women under the age of 50. Headache and neck pain
are the most common symptoms in postpartum cervical
carotid and vertebral artery dissections, accounting for
60% to 90% of cases. (2) The pathophysiology of cervical
artery dissection appears multifactorial, with evidence
suggesting environmental and genetic contributions.
(3) Final Comments: We describe two cases of isch-
aemic stroke secondary to carotid artery dissection in
the puerperium. Therefore, severe headache and neck
pain during this period should be rigorously evaluated in
view of the possibility of a poor prognosis mainly related
to misdiagnosis and delay in treatment.
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LEFT ATRIAL APPENDAGE MORPHOLOGY
PRESENTING AS A RISK FACTOR FOR
STROKE IN AYOUNG PATIENT IN THE
ABSENCE OF ATRIAL FIBRILLATION:

A CASE PRESENTATION

Gabriella Maria Martins Favero, Samia Talise El
Horr de Moraes, Michelle Zonkowski Ribas, Marcos
Christiano Lange, Viviane de Hiroki Flumignan
Zétola, Valéria Cristina Scavasine, César Minoru
Toita Koga, Alexandre Henrique Scheibe, Guilherme
Egidio Rocha Scatola, Andre Luiz Canteri

Hospital de Clinicas da Universidade Federal do
Parana. Curitiba PR, Brazil

gabriellammf@yahoo.com.br

Case Presentation: A 43-year-old woman treated with
losartan, aspirin, and simvastatin had a medical history
of stroke two years ago without etiological investigation,
in addition to using a pacemaker for total atrioventric-
ular block since the age of 20, without atrial fibrillation
(AF) documented in previous exams. She arrived at the
emergency department with sudden hemiparesis and
hypoesthesia on the left side of her body at 10: 30pm.
On examination, she had a National Institutes of Health
Stroke Scale (NIHSS) score of five, a blood pressure of
172/85mmHg and a capillary blood glucose level of 98mg/
dL. Cranial computed tomography (CT) performed at 1:
00am was normal, and thrombolytic therapy was initi-
ated at 1: 30am with full recovery of deficits. On subse-
quent examination, she had an elevated N-terminal pro
B-type natriuretic peptide (NT-proBNP) of 1379.9pg/mL.
Carotid and vertebral Doppler findings were unremark-
able. Electrocardiography revealed sinus rhythm, and
pacemaker telemetry showed no evidence of arrhythmia
in the previous four months. Transthoracic echocardiog-
raphy detected an enlarged left atrial appendage (LAA)
and an enlarged left atrium (LA). Transesophageal echo-
cardiography did not reveal any intracavitary thrombi
or vegetation. Cardiac CT angiography confirmed the
increased LA and LAA, the latter with a non-chicken-wing
morphology and without evidence of thrombi inside. The
patient was discharged after full anticoagulation at the
Hospital with prescription of dabigatran, atorvastatin,
amlodipine and outpatient follow-up in the neurology and
cardiology departments. Discussion: The LAA originates
from the main body of the LA and represents one of the
major sources of cardiac thrombus formation. Based on
imaging findings, LAA morphology can be classified into
simple (chicken-wing morphology - most common and
with lower risk of thrombi) and complex (non-chicken-
wing). Studies have suggested that complex LAA mor-
phology by itself may lead to stroke, even in the absence
of AE probably because of lower flow velocities compared
to simple LAA morphology. In addition, there is evidence
thatischemic stroke patients without known AF and with
elevated NT-proBNP levels may benefit more from antico-
agulants than antiplatelet agents, explaining this patient
treatment. Final Comments: We present the case of a
patient without documented AF and with two strokes at
a young age, of probable cardioembolic etiology due to
an LAA of complex morphology.
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“CAROTID WEB” AN IMPORTANT ETIOLOGY
OF STROKE IN YOUNG PEOPLE: CASE
PRESENTATION
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Fontes da Silva Assuncéo, Francisco Tomaz
Meneses de Oliveira
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SP, Brazil
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Case Presentation: ].ATT, male, 44 years old, has pro-
thrombin I mutation. Attended at Albert Einstein Hospital
on April 21, 2022 with dysarthria lasting 5 minutes one day
before admission. He denies motor or sensory deficits.
On admission, cranial CT and AngioCT identified areas
of recent infarction in the subcentral and right inferior
frontal gyrus associated with linear and irregular filling
failure adhered to bulb wall/origin of right internal carotid
artery (ICA), suggestive of carotid membrane with associ-
ated thrombus, typical of “carotid web”. The findings were
confirmed with MRI and AngioMRIwith vessel studies that
showed occlusion of the M4 segment of the right middle
cerebral artery. Angioplasty with stent was performed
on April 24, without complications. The patient evolved
without changes in the neurological examination, using
full anticoagulation. Discussion: “Carotid web” (CA-Web)
is defined as thin, linear, membrane that extends from
the posterior aspect of the internal carotid artery bulb
into lumen, located just beyond the carotid bifurca-
tion. Histopathologically is characterized by fibroelastic
thickening of the arterial intima. Prevalence is estimated
ranging from 9.4% to 37% in patients with cryptogenic
stroke. Studies showed average age of 41 years and an
NIH of 10.5 in patients with this vascular disorder. Thus,
symptomatic CA-Web patients are younger and likely to
have more severe strokes compared to ischemic stroke
patients in general. Among the non-invasive diagnostic
methods, there is AngioCT which Ca- Web is usually seen
as a thin, smooth, membrane-like intraluminal filling
defect along the posterior wall of the ICA bulb on oblique
sagittalimages. Treatment is based on secondary preven-
tion of stroke, as well as an individualized anticoagulation
decision, as the risk of recurrent ischemic events is likely
to be higher in antiplatelet therapies. Surgical resection
can be considered, especially for patients with thera-
peutic failure, and carotid artery stents are alternative
to surgical resection, with a lower risk of complications.
Final Comments: CA-web is rare variant of fibromuscu-
lar dysplasia that affects the carotid artery intima. Recent
studies have associated this change as important etiology
in young patients with cryptogenic ischemic stroke. The
knowledge about radiographic findings, as well as man-
agement in the treatment of this etiology can prevent
recurrence of ischemic vascular accidents, especially in
the young population.
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CLINICAL CASE PRESENTATION DISSECTING
ANEURYSM OF THE MIDDLE CEREBRAL
ARTERY IN ATHREE-MONTH-OLD INFANT:
CASE PRESENTATION
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Cristiano Ribeiro Soares, Felipe Salvagni Pereira,
Luis Gustavo Biondi, William Pegoraro Kus
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Escola de Medicina da Pontificia Universidade
Catoélica do Rio Grande do Sul. Porto Alegre RS,
Brazil
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Case Presentation: A 3-month-old female infant with a
report of her first seizure in her life. On examination, he
was in good general condition, normotensive anterior
fontanelle, without neck stiffness and afebrile. Normal
cardiopulmonary auscultation and abdomen without a
palpable mass. Previous history: Late premature (34 weeks
and 2 days), vaginal delivery with meconium amniotic
fluid. There was a prolonged Hospital stay due to proxi-
mal jejunal atresia, and she underwent corrective surgery
on her 10th day oflife. No history of infection or previous
trauma. Cerebral aneurysm embolization with detachable
platinum microcoils was chosen, using a total of 10 units.
Control angiography showed aneurysmal occlusion with
preserved filling of distal branches of the right MCA. The
postoperative evolution was satisfactory, and the patient
was discharged on the 3rd postoperative day. Discussion:
Cerebral aneurysms are rare in pediatric patients. In
relation to the adult population, its presentation differs
in terms of incidence, size and location. Despite its low
incidence, 95% of the cases have subarachnoid hemor-
rhage as the initial manifestation, giving high morbidity
and mortality to patients. Among the risk factors of the
pediatric population, trauma and mycotic aneurysms, in
terms of acquired pathologies, deserve to be highlighted;
and family history and collagen diseases (Elher-Danlos,
Marfan syndrome, Type I neurofibromatosis and poly-
cystic kidney disease) and congenital pathologies. In
the presented, we did not identify associated risk fac-
tors. Final Comments: Due to the lower incidence of
intracranial aneurysms in the pediatric population, the
scientific literature lacks robust evidence pointing to the
best therapeutic option. Our case aims to contribute to
the scientific literary scope as evidence of a successful
endovascular approach.
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STURGE WEBER SYNDROME TYPE 3:
A CHALLENGING DIAGNOSIS
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Case Presentation: 19 years-old female with obesity,
hypothyroidism, insulin resistance, and precocious
puberty presented, when at age of 5 years-old, a first epi-
sode of self-limited left hemiparesis following a new-onset
headache. At the same age, she presented the first episode
of seizure. Since then, she has persisted with a chronic
headache. Evaluation with brain MRI showed extensive
right parenchymal calcification and venous-capillary
angioma with ependymal drainage. Although the patient
has had typical radiological findings for Sturge-Weber
Syndrome (SWS), she imposed a diagnosis challenge
since she did not have the typical cutaneous port-wine
nevus. Annual follow-up MRI demonstrated progression
of cortical calcifications and increasing venous stasis due
to venous-capillary malformation. Despite progression,
the patient maintains clinical and neurological stability.
Discussion: Sturge-Weber syndrome is a neurocutaneous
syndrome characterized by a facial port-wine birthmark
(capillary malformation) with abnormal blood vessels in
the brain and the eye. Itis a sporadic developmental dis-
order caused by somatic mosaic mutations in the GNAQ
gene. This syndrome is the third most common neurocu-
taneous disorder after neurofibromatosis (NF) and tuber-
ous sclerosis complex (TSC), butitis not associated with a
greatly increased risk of tumors. SWS exists as a spectrum
ranging from the isolated brain involvement seen in about
10% of the cases, classified as type 3 SWS, to facial birth-
mark associated with brain and eye involvement, type 1.
Seizure is usually the first neurological manifestation in
the first or two years of life. Diagnosis of Sturge-Weber
syndrome is based on typical clinical symptoms and brain
magnetic resonance imaging (MRI) findings characterized
by enhancing dilated leptomeningeal vessels associated
with enlarged deep draining vessels and a choroid plexus
glomus. Final Comments: This case exemplifies the chal-
lenge of neurological diagnosis of SWS in the absence of
port-wine stain facial angioma. In a patient with typical
symptoms such as focal seizure, cognitive impairment,
and metabolic disturbance presenting with radiological
findings, SWS type 3 should always be considered as a
possibility.
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STROKE IN POSTERIOR CIRCULATION DUE
TO ANTERIOR CIRCULATION STENOSIS:
A CASE PRESENTATION OF VERTEBRAL
ARTERY ORIGIN IN INTERNAL CAROTID

Matheus Costa Bessa, Robson de Sales Ferreira,
George Nilton Nunes Mendes, Barbara Matos
Almeida Queiroz, Alessandra Braga Cruz Guedes
de Morais, Pedro Arnaud Galdino, lan Silva Ribeiro,
Joao Gabriel Dias Brasiliense Frota, Samuel Ranieri
Veras, Fabricio Oliveira Lima

Hospital Geral de Fortaleza. Fortaleza CE, Brazil
Universidade de Fortaleza. Fortaleza CE, Brazil

mcostabessa@gmail.com

Case Presentation: A 57 year old female admitted in
the emergency department presenting sudden onset of
left side weakness, drowsiness and vomiting. At neuro-
logical evaluation, hemiplegia and hemianopia were
observed. Angiographic study showed right common
carotid artery stenosis,internal carotid origin of right ver-
tebral artery and right posterior cerebral artery occlusion.
Because of the delayed time between symptoms onset
and Hospital admission, patient was not submitted to
reperfusion therapy with alteplase or endovascular treat-
ment. In 24 hours, massive edema caused by posterior
ischemia was shown in a new CT scan. Then, the neu-
rosurgical team performed a craniectomy. Patient was
discharged 1 month after Hospitalization, with several
disabilities. Etiologic investigation was negative for car-
diologic sources. Discussion: The anatomical variations
of cranial and extra cranial arteries are well established
in literature, and its current implication as risk factor for
ischemic stroke. In this presentationed, the patient had
astenosis in anterior circulation origin that had implica-
tions in posterior circulation, not having a fetal pattern of
posterior cerebral artery, causing a stroke. The right verte-
bral artery had it's origin at distal portion of extracranial
internal carotid artery. Final Comments: It is very import-
ant for the clinical practice of physicians to understand
the variability of the human anatomy, as they help with
the accurate diagnosis process. Rare variations can have
implications in the setting of cerebrovascular diseases.
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ATYPICAL DISCOVERY OF A CEREBRAL
DURAL ARTERIOVENOUS FISTULA

Esther Grangeiro Barreto, Alessandra Braga Cruz
Guedes de Morais, Morgana Feitosa de Queiroga,
Pedro Rubens Araujo Carvalho, Sarah Di6genes
Alencar, George Nilton Nunes Mendes, Ana Silvia
Sobreira Lima Verde, Dkaion Vilela de Jesus,
Fabricio Oliveira Lima

Hospital Geral de Fortaleza. Fortaleza CE, Brazil

alebcgmorais@gmail.com

Case Presentation: A 35-year-old male with an acute
history of recurrent seizures and decreased level of con-
sciousness associated with high fever of unknown onset.
He arrived at the emergency department with a Glasgow
Coma Scale of 3 alongside automatism. Past medical
history was remarkable for traumatic brain injury ten
years prior to these events and a seven-months his-
tory of progressive impaired gait. He was submitted to a
brain computed tomography (CT) which showed cortical
hypodensities, periventricular and symmetrical bilateral
basal ganglia calcifications, venous engorgement due to
an extensive arteriovenous fistula with brainstem involve-
ment. Lumbar puncture showed a high open pressure,
normal glucose levels, elevated white blood cell and pro-
tein counts. Cerebrospinal fluid cultures were positive for
gram negative cocci. Prolonged EEG showed moderate
to severe diffuse symmetrical baseline activity disorgani-
zation without epileptiform activity. The patient evolved
with refractory non-epileptic seizures and healthcare-as-
sociated infections and was then submitted to palliative
care. Intracranial dural arteriovenous fistulas (DAVFs) are
abnormal connections between dural arteries and dural
venous sinuses, meningeal veins or cortical veins and are
responsible for 10-15% of all intracranial arteriovenous
malformations. It can be related to trauma, dural sinus
thrombosis, venous hypertension, previous craniotomy
or mostly idiopathic aetiology. It is diagnosed preferably
though conventional angiography, but CT and Magnetic
Resonance (MR) can also be used, although they confer
lower accuracy. After suspicions of DAVFs, additional eval-
uation with CT or MR angiography is needed to confirm.
Most common locations in adults are at the cavernous,
sigmoid and transverse sinuses. Most symptoms start
around the fifth and sixth decades of life. The pattern
and location of the DAVF venous drainage is associated
with its clinical presentation and severity. DAVFs are not
a risk factor for meningitis or other central nervous sys-
tem (CNS) infections. Gaitimpairment is more associated
with spinal DAVF or brainstem DAVE. Herein we present a
case with a past history of gait impairment and a sudden
onset of status epilepticus due to meningitis. Although
CNS infections are not facilitated by DAVFs, it led to the
discovery of an extensive one in our patient which already
compromised cortical regions, which contributed partially
to severity of the case despite treatment.
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SPONTANEOUS RUPTURED
ARTERIOVENOUS MALFORMATION IN A
YOUNG PATIENT: A CASE-BASED UPDATE

Gabriel Marinheiro Santos-Bezerra, Luis Eduardo
Oliveira Matos, Amandha Espavier Trés, Yasmin
Silveira Cavalcante, Airton Ferreira Ponte, David
Elison Lima Silva, Espartaco Moraes Lima Ribeiro,
Paulo Roberto Lacerda Leal

Universidade Estadual do Cearéa. Sobral CE, Brazil

gabrielmarbez@gmail.com

Case Presentation: A 17-year-old female has presented a
history of severe frontoparietal headache for 6 days, refrac-
tory to analgesics. After admission, the patient evolved
with worsening headache associated with drowsiness,
nausea, persistent vomiting and inappetence. There are
no reports of comorbidities in the family and her parents
are not consanguineous. Neurological exam revealed
mild paresis in left limbs. A skull Computed Tomography
(CT) showed the presence of an extensive frontoparietal
hemorrhagic infarction with brain mass effect, indic-
ative of intracranial hypertension. In addition, a brain
Digital Subtraction Angiography (DSA) was performed
and showed lobar intraparenchymal hemorrhage in the
right temporal opercular region, with a estimated volume
of 48cm?, presenting circulating vasogenic edema and
Spetzler-Martin grade 1. A right temporal arteriovenous
malformation was diagnosed. Discussion: Arteriovenous
malformations (AVMs) are the most dangerous of the
cerebrovascular malformations with the potential to
cause intracranial hemorrhages and even epilepsy. The
most common clinical presentations are intracranial
hemorrhages, most commonly intraparenchymal, but
they can also occur in the intraventricular or subarach-
noid space. Bleeding into the subarachnoid space is
common in superficial AVMs. In addition, seizures, focal
deficits and headache are common. The Spetzler-Martin
scale (1 to 5) classifies the risk of surgical removal of the
AVM according to its size, location in eloquent areas or
not, and whether deep venous drainage is present. High
scores correlate with greater risks of surgical morbidity
and neurological deficits. Patient age is an important fac-
tor in the decision to treat brain AVMs, as patients with
a longer life expectancy appear to accumulate a higher
lifetime risk of hemorrhage. Thus, therapy is best suited
for children and young adults. Brain DSA is essential for
treatment planning and postoperative follow-up, as it is
possible to better obtain the configuration of the nidus, its
relationship with the circulating vessels, and the location
of the draining or efferent portion of the cerebral AVM.
Final Comments: Spontaneous rupture of arteriovenous
malformations in young patients is associated with the
possibility of performing immediate surgical interventions,
which allow lower risks of acute complications. However,
these patients with longer life expectancy appear to have
a higher lifetime risk of hemorrhage.
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ACUTE ISCHEMIC STROKE IN AYOUNG
PATIENT CAUSED BY BINGE DRINKING:
A CASE PRESENTATION

Clauhan Williams Soares dos Santos, Jonata Ribeiro
de Sousa, Jodo Eudes Magalhaes, Marcilio José
Oliveira Filho, Maria Junia Lira Silva, Rodrigo André
de Souza Araljo

Universidade de Pernambuco. Recife PE, Brazil

clauhanw@gmail.com

Case Presentation: A previously healthy 40-year-old man
from Recife, with a history of occasional binge drinking,
presented sudden hemiparesis with hypoesthesia in the
right side of the body after binge drinking. Associated with
the condition, he presented transient gait incapacity for
two minutes. He arrived at the emergency department
in 2 hours with a NIHSS score of 2 points and a normal
cranial CT scan, with no indication for thrombolysis. A
double antiplatelet therapy was started with acetylsali-
cylic acid and clopidogrel. After 24 hours, the weakness
in the right side remained, although of lesser intensity,
evolving with hyperreflexia and superficial hypoesthesia
in the entire right hemibody. The brain MRI revealed an
area of ??restriction to water diffusion in the left parietal
cortico-subcortical region associated with signal hyperin-
tensity on T2 and FLAIR, compatible with subacute isch-
emic vascular insult. Spectroscopy showed a reduction in
the levels of N-Acetyl aspartate (neuronal marker) and a
slight increase in the peak of lipids/ lactate with features
suggestive of necrosis. Autoantibody research revealed
ANA 1: 640 (fine speckled). Serology for HIV, syphilis and
hepatitis were non-reactive. Magnetic resonance angi-
ography showed no evidence of atherosclerosis or other
changes. New screening tests were performed for lupus,
thrombophilia and vasculitis, including a new ANA, with
normal results. The echocardiogram and 24h Holter did
notshow heart disease. The patient was discharged clini-
cally stable after one month of Hospital investigation with
complete recovery of strength and sensitivity. Discussion:
Ischemic stroke mainly affects people over 65 years of
age, with atherosclerosis as the main etiopathogenesis.
Ischemic stroke in young individuals, below 45 years of
age, should lead to the investigation of secondary causes
such as infections, autoimmune diseases, genetic condi-
tions, neoplasms, heart diseases and drug abuse, includ-
ing alcohol and smoking. In this case, the patient started
the symptoms within 24 hours after the binge drinking
episode, with no other etiopathogenic causes being evi-
denced. Final Comments: In the context of stroke in a
young patient, an adequate investigation of secondary
causes should be carried out. In this case, alcohol abuse
were notorious as a possible cause of stroke in young peo-
ple, and alcohol consumption should be considered in the
primary and secondary prevention of stroke.
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CEREBRAL VASOSPASM: HOW FAR DO THE
SEQUELS OF SARS-COV-2 INFECTION GO?

Matheus da Costa Guedes, Jodo Igor Dantas
Landim, Jodo Gabriel Dias Brasiliense Frota, Sarah
Diogenes Alencar, Barbara Matos Almeida Queiroz,
Vito Thayson Damasceno dos Santos, Karoline
Ferreira Mororo Menezes, Glauber de Menezes
ferreira, Norberto Anizio Ferreira Frota, Fernanda
Martins Maia de Carvalho

Hospital Geral de Fortaleza. Fortaleza CE, Brazil
Universidade de Fortaleza. Fortaleza CE, Brazil

matheusguedes010@gmail.com

Case Presentation: Female, 22 years-old, referred by
SAMU, was admitted to the neurological emergency ser-
vice after an episode of generalized tonic-clonic epileptic
seizure, lasting about 20 minutes, and drowsiness after the
crisis. She denied sphincter release. On admission, the
patient was feverish, pale, drowsy, GCS 14, without focal
deficits. No neck stiffness. Complementary investigation
showing hypokalemia and leukocytosis. Brain Computed
Tomography (CT) did not show any changes. Before, she
reported Hospitalization for amonth due to a SARS-Cov-2
infection, requiring mechanical ventilation for 17 days.
Considering the hypothesis of infectious encephalitis,
the patient received empirical treatment with Acyclovir
and Meropenem. After two days of Hospitalization, she
presented a new episode of generalized tonic-clonic
epileptic seizure. The investigation proceeded: negative
serology, no hypovitaminosis, negative COVID swab,
electroencephalogram without changes. Magnetic res-
onance imaging (MRI) of the skull with hyperintense
lesions in the occipital region. Positive Cerebrospinal
Fluid (CSF) Analysis for herpes simplex virus 2, with
negative bacterioscopy. Electroneuromyography with-
out significant changes. The patient evolved with better
clinical improvement. New CSF study: red blood cells:
120, leukocytes: 1 cell (neutrophils: 2%, lymphocytes:
93% monocytes: 5%) proteins: 28. glucose: 57, LDH: 27
ADA: 0.1, VDRL: negative. A new MRI was performed,
which showed an increased signal at the cortico-subcor-
tical T2 and Flair sequences in bilateral parieto-occipital
lobes and right frontal lobe with contrast enhancement.
Vessel wall with microconstrictions inferring a reversible
cerebral vasospasm pattern. Discussion: Here we present
a case of cerebral vasospasm in a young patient with no
previous comorbidities. It is known that COVID-19 has
been associated with immune dysregulation of the host
that can increase the risk of infections such as herpes
virus, but this mechanism is still not well understood. In
addition, Sars-cov-2 has been showing a vast amount of
sequelae in those affected, including cerebral vasospasm.
Final Comments: The literature shows to an endothelial
inflammation caused by the coronavirus as a contributor
to the development of cerebrovascular disease, which
includes, in addition to vasospasm, stroke, headaches
and other changes in the central nervous system, and it
may even aggravate other infections.
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STROKE MIMIC SECONDARY TO VACICELA
ZOSTER VIRUS ENCEPHALITIS

Larissa Brenda Gongalves Min&, George Nilton
Nunes Mendes, Karla Rafaele Silva Vasconcelos,
Sylvio Ricard Gongalves de Souza Lima, Ana Silvia
Sobreira Lima Verde, lan Silva Ribeiro, Sarah
Diégenes Alencar, Samuel Ranieri Oliveira Veras,
Fabricio Oliveira Lima

Hospital Geral de Fortaleza. Fortaleza CE, Brazil

laribgm@gmail.com

Case Presentation: Female, 77 years old, hypertensive
and coronariopathy, searched our service after being
found sleepy, disordered and with alteration of speech.
on admission, it was evaluated by the neurology team,
which confirmed aphasia. a ct scan of the skull was per-
formed, which showed an asymmetry of density between
the insulae, which, together with the sudden focal deficit,
strengthened the diagnostic hypothesis of hyperacute
ischemic brain vascular accident, being thrombolytic
treatment with alteplase and the patient referred to the
ischemic stroke unit. the following day, the patient was
sleepy and encephalopathy, when ulcerated lesions cov-
ered by serohematical crusts and lesional hyperemia
were noticed, located in the front region on the right, in
the territory of the ophthalmic branch of the trigeminal
nerve, the diagnostic hypothesis of herpes-zoster being
proposed. lumbar puncture performed which evidenced
cellularity of 201 (66% lymphocytes and 19% monocytes),
protein 31 mg/dland glucose 52 mg/dl, in addition to mul-
tiplex pcr confirmed varcella zoster virus infection. the
mri and angio-mri brain showed lesion with restriction
to left parietal diffusion. treatment with acylovir started
and in 48 hours the patient evolved with improvement of
symptoms. Discussion: The varicella zoster virus causes
chickenpox as a primary infection, after which the virus
becomeslatent in the cranial nerves and dorsal root gan-
glia along the neuroaxis. when cell mediated immunity
decreases, the virus may reactivate, travel peripherally to
cause a skin eruption and peripheral neuropathy (her-
pes zoster) or, less commonly, it may move centrally and
cause a variety of neurological complications, including
vasculopathy and encephalitis, these can cause irrevers-
ible brain damage. in the case in question, the apparent
ischemiclesions on mri did not justify the patient’s initial
symptoms, being treated as stroke mimic secondary to
encephalitis framework by vzv. this agent is susceptible
to various antiviral drugs, but acyclovir is the drug of
choice and its early initiation has contributed to avoid-
ing serious complications in the case in question. Final
Comments: There is a large quantity of diseases that can
behave like stroke mimic, vzv encephalitis is one of them,
that should be suspected, especially, when there is clini-
cal acute encephalopathy associated with suggestive skin
lesions. timely treatment can prevent serious sequelae.
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MAN IN THE BARREL SYNDROME AS
A PRESENTATION OF MOTOR NEURON
DISEASE: CASE PRESENTATION

Pedro Thiago Simdes Ferreira, Juliana Oliveira
Almeida, Jo&o Vitor Nunes Sobreira Cruz, Allef
Roberto Gomes Bezerra, Kirsten Araujo Melo,
Simone de Céssia Silveira Silva, Patricia Pereira
Nunes, Fernando Tenério Gameleira, Mariana Cota
Bastos

HGE - HUPAA. Macei6 AL, Brazil
HUPAA. Macei¢ AL, Brazil

pedro_thiago22@hotmail.com

Case Presentation: Male, 52 years old, history of fascic-
ulations and sudden biparesis of the limbs, asymmetric,
for 3 years, evolving with mild paresis of the LLL with
progression to RLL in 10 days, without prejudice on gait,
associated with dysphonia and intermittent dysphagia.
The condition followed with a gradual worsening of the
tetraparesis, with a severe predominance in the upper
limbs, with no complaints of sensitivity. Personal back-
ground: systemic arterial hypertension. On examination:
alert, oriented, dysarthria and dysphonia, isochoric and
photoreactive pupils, plegia and bilateral hypotrophy of
the upper limbs, generalized hypotonia, with patellar
hyperreflexia, Babinski’s sign on the right, Hoffman'’s sign
on the left. Neuroaxis imaging exams without alterations.
Electroneuromyography (ENMG): findings consistent
with motor neuron disease. Discussion: Clinical signs
of upper and lower motor neuron lesions, with a clear
predominance of involvement in the upper limbs, with a
characteristic phenotype of man-in-the-barrel syndrome,
required the need for an electroneuromyographic study,
which showed alterations compatible with sensory pre-
ganglionic involvement, showing signs of chronic dener-
vation and reinnervation in at least two body segments,
corroborating the hypothesis of motor neuron disease /
amyotrophic lateral sclerosis (ALS). Final Comments:
The nomenclature “man in the barrel syndrome” (MBS)
was first used in 1983, since then, many cases have been
reported, although the vast majority of motor neuron
pathologies have a classically different etiopathogene-
sis from this description. Still, MBS is not exclusive to
ALS, as a considerable part of the reports are caused by
Progressive Spinal Amyotrophy, differential diagnosis that
requires neurophysiological evaluation for clarification,
given its lower severity compared to ALS. The patient
above presented an atypical clinic of upper limb biplegia,
and the ENMG was consistent with the diagnosis of ALS
manifested with MBS.
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WHEN OCCAM’'S RAZOR ISN'T SHARP:
ASSOCIATION BETWEEN PROGRESSIVE
MUSCULAR ATROPHY, PIRIDOXIN
NEUROTOXICITY AND LATE ONSET
MYASTHENIA GRAVIS

Francisco de Assis Pinto Cabral Junior Rabello,
Camila Castelo Branco Pupe, Osvaldo José Moreira
Nascimento

Universidade Federal Fluminense. Niter6i RJ, Brazil

francisco_cabral@id.uff.br

Case Presentation: A 71 years old male, Swiss, started
recurrent episodes of cramps on both feet in the last
3 years, progressing to the hands in the next several
months. The symptoms progressed insidiously to distal
weakness first in the right foot, then to the left one, within
12 months, causing stumbling when walking. He started
complex B vitamins supplementation by a neurologist
prescription. He brought an electromyography (EMG)
with signs of acute and chronic axonal cervical and lum-
bosacral motor degeneration. There was also a sensory
axonal polyneuropathy (SAP) in the four limbs. He took
gabapentin for chroniclow back pain due to L5 herniated
vertebral disc. He was told that he had motor neuron dis-
ease spectrum (MNDE) after extensive complementary
exams, so he asked for a second opinion. Positive neu-
rological findings on examination at this moment were:
nasal voice, Romberg sign, deltoid myofasciculations
(https: //www.youtube.com/shorts/KSv9yZS4y0Y), absent
Achilles reflex, hypoesteshia on the lateral aspect of the
rightleg with ipsilateral weakness on hallux dorsiflexion.
There were no signs of upper motor neuron (UMN) dis-
ease. Curiously, patient state fatigue during the physical
examination. Due to muscular fatigability, screening dos-
age of nicotinic acetylcholine (AChR)-binding antibody
was requested and showed a title of 0,56 mmol/L (posi-
tive when greater than 0,40). Piridoxin seric levels were
high (154,8 ug/L, normal range between 2,8-74,6 pg/L),
butlowered spontaneously to 68,6 pg/L when vitamin B6
supplementation was stopped. Patient started prednisone
40mg/dia and pyridostigmine 360mg/dia. Discussion: The
association between myasthenia gravis (MG) and amyo-
trophiclateral sclerosis (ALS) is strong, but its association
with the lower motor neuron (LMN) sporadic phenotype
(Progressive Muscular Atrophy, PMA) is unknown. PMA
is a controversial entity and represents 3% of all cases of
MNDE. One third of patients with PMA develop UMN
features within 2 years during disease course. The patient
had not palpebral ptosis or diplopia, but fatigability and
nasal speech pointed to MG and not a bulbar UMN sign.
Sensory ataxia due to B6 toxicity was a bias in the con-
text of interpretation of EMG, since sensory nerve action
potentials (SNAP) are normal in MND. Final Comments:
Neurologists should be aware since muscular weakness
may be either the common final path symptom or an
coexisting condition in both neuromuscular junction
disease and motor neuron disease.
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MUSK-RELATED CONGENITAL MYASTHENIC
SYNDROME: FIRST REPORT OF ADULT-
ONSET CASE IN BRAZIL

Eduardo Claus Constante, Wladimir Bocca Vieira
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Yumie Tanamati, Igor Braga Farias, Bruno de Mattos
Lombardi Badia, Roberta Ismael Lacerda Machado,
Marcelo Annes, Paulo Victor Sgobbi de Souza, Acary
Souza Bulle Oliveira

UNIFESP - EPM, Sao Paulo SP, Brazil

eduardoconstanteh@hotmail.com

Case Presentation: A 33-year-old man presented with
severe muscular fatigue for more than a year, more pro-
nounced in the evening, associated with double vision
and eyelid ptosis, both initially intermittent, then contin-
uous after six months. Neurologic examination revealed
dysphonia, bilateral eyelid ptosis with fatigue during
maneuvers, discrete global ophthalmoparesis, bilateral
facial nerve palsy, and discrete and symmetric palatal
numbness. MRC muscle strength was 4/5 in the prox-
imal lower and upper limbs and global hyporeflexia.
Needle EMG showed a myopathic pattern and a deltoid
muscle biopsy revealed nonspecific mild and chronic
myopathic findings. Initially, we tried pyridostigmine and
prednisone. LF-RNS showed a pathological decrement
of 18%. His condition progressively worsened until he
suffered six episodes of myasthenic crisis within a year,
requiring prolonged mechanical ventilation, IGIV, PLEX,
and remained refractory even with rituximab. Both anti-
AchR and anti-MUSK were negative. His 29-year-old
sister had a history of eyelid ptosis, neonatal hypotonia,
and an isolated episode of GTC seizure associated with
hypoxia. At age 22, she began to experience intense and
slowly progressive muscular fatigue, particularly in the
lower limbs, associated with eyelid ptosis. Neurologic
examination revealed appendicular fatigue, eyelid pto-
sis, and discrete ophthalmoparesis without dysphonia
or dysphagia. Genetic testing on both siblings confirmed
the diagnosis of MUSK-related autosomal recessive con-
genital myasthenic syndrome. NGS-based gene panel
testing disclosed the presence of compound heterozy-
gous variants ¢.2125G>A (pVal709Met) and a deletion
of exons 3-4 in the MUSK gene. Discussion: Congenital
myasthenic syndrome (CMS) is a clinic and genetically
heterogeneous group of inherited neuromuscular disor-
ders, which share impaired neuromuscular transmission
due to distinct genetic mechanisms. Autosomal recessive
pattern of inheritance is observed in the MUSK (9q31.3)
gene-related CMS. MUSK encodes a post-synaptic pro-
tein involved in endplate maintenance and maturation,
proper function of Rapsyn and AchR, thus acting in the
AchR clustering pathway. Treatment of CMS is not stan-
dardized because of the small number of patients and
the lack of specific therapeutic trials. Final Comments:
Our cases expand the current knowledge about CMS and
provide original information regarding the first geneti-
cally confirmed adult-onset MUSK-related CMS case in
brazilian population.
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EXPANDING THE SPECTRUM OF TBK1-
RELATED DISORDERS: ADULT-ONSET NON-
5Q SPINAL MUSCULAR ATROPHY
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Case Presentation: A 36-yo man presented with a slowly
progressive history of weakness and painful cramps in his
lower limbs since age 22 years. After 8 years, he noted mild
amyotrophy involving the distal portion of the thighs and
calves, slow gait speed, and waddling gait. Medical and
family history were unremarkable. Parental consanguin-
ity was not present. Examination disclosed crural flaccid
paraparesis with proximal predominance, absent tendon
reflexes and bilateral pes cavus. Neurophysiological stud-
ies disclosed symmetric chronic denervation pattern with
reinnervation in the lumbosacral myotomes (L3-S1). Brain
and spine MRI and cerebrospinal fluid analysis were unre-
markable. Muscle MRI disclosed mild fatty replacement of
the vastus medialis, adductor and focal fatty replacement
bilaterally in the medial head of the gastrocnemius muscle.
As clinical and neurophysiological features were sugges-
tive of non-5q spinal muscular atrophy (SMA), especially
SMA with lower extremity predominance (SMALED), a
genetic testing with whole-exome sequencing (WES) was
performed. WES evidenced the heterozygous pathogenic
variant ¢.1960-1G>T (a splice acceptor variant) in intron
18 of the TBK1 gene, leading to a loss of function effect
due to protein truncation and activation of nonsense-me-
diated decay. Thus, we concluded that our patient pre-
sented with anew MND phenotype associated with TBK1
gene. Additional testing for 5q SMA (including MLPA and
Sanger sequencing) and a wide NGS-based gene panel
test were performed and their results were unremark-
able. Discussion: TBK1 (TANK binding kinase-1) gene
(12q14.2) is associated with modulation of autophagy and
inflammatory function in neuronal and glial cell types.
TBKI1 variants are related to Amyotrophic Lateral Sclerosis
(ALS), Frontotemporal Dementia, and susceptibility to
acute infection-induced herpes simples-specific enceph-
alopathy type 8. Our patient presented with clinical and
neurophysiological findings suggestive of long-standing
lower MND, mimicking features of SMALED syndrome
and atypical ALS variants. SMALED phenotypes have
been previously associated with DYNC1H1 and BICD2
heterozygous pathogenic variants, however with distinct
muscle imaging findings when compared to our patient.
Final Comments: Clinicians must be aware about the
possibility of TBK1 variants as new monogenic basis of
pure non-5q SMA and SMALED-like phenotypes with
specific muscle imaging pattern of involvement.
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HYPERTHYROIDISM PRESENTING WITH
HYPOKALEMIC PERIODIC PARALYSIS
AND CLUSTER HEADACHE: A CASE
PRESENTATION
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Kitaguchi Sakajiri, Rene de Araujo Gleizer
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Case Presentation: A 26-year-old brazilian male, without
known comorbidities, presented with acute flaccid tetra-
paresis. He reported an abusive carbohydrate intake the
previous night. He denied strenuous physical exercise,
fever, recent trauma, loss of sphincter control, use of med-
ications, drugs or alcohol. On neurological examination,
he presented flaccid tetraparesis with proximal weakness
predominance. Laboratory investigation showed serum
potassium 2.89 mEq/L and there was no alteration on neu-
roimaging. After treatment with intravenous potassium,
the patient completely recovered his motor strength in
four hours. During outpatient follow-up, he reported epi-
sodes of headache described as a left-sided excruciating
pain, originated in the orbital region, irradiated to supra-
orbital and temporal region, lasting 15 minutes. The pain
was associated with ipsilateral ptosis. Results of analysis
collected during Hospitalization showed TSH (<0.01?U1/
mL), T4 (6.11 ng/dL), TRAB (4.7 UI/L). The patient was
diagnosed with Thyrotoxic Hypokalemic Periodic Paralysis
(TPP) and met the criteria for cluster headache. He was
treated with tiamazol and atenolol for hyperthyroidism.
He started prophylactic and symptomatic treatment for
cluster headache. Five months after Hospital discharge,
the patient denied new episodes of acute tetraparesis and
episodes of cluster headache. Discussion: TPP is a very
rare complication of thyrotoxicosis, more frequent in the
Asian population. It must be considered as a differential
diagnosis of acute tetraparesis. The role of thyroid dys-
function in the etiology of headache remains uncertain.
In literature, there are cases of patients with newly diag-
nosed hyperthyroidism whose headaches remitted after
treatment of hyperthyroidism. A study found reduced
TSH response to thyrotropin-releasing hormone (TRH)
in patients with cluster headache during cluster period,
hypothesizing a hypothalamic involvement in the patho-
genesis. Final Comments: We report this case to empha-
size the importance of the evaluation of thyroid function
in patients with acute flaccid tetraparesis. Timely recog-
nition and treatment of TPP can reduce the risk of severe
complications such as respiratory muscle weakness and
arrhythmias. Further studies are needed to clarify the
association between hyperthyroidism and cluster head-
ache, but physicians should be aware that there may be a
correlation and consider a thyroid function assessment.
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NECROTIZING MYOPATHY RELATED TO
ARBOVIROSIS — CASE PRESENTATION

Paulo Barbosa Leite Neto, Larissa Clementino Leite
Sa Carvalho, Victor Fellipe bispo Macedo, Djanino
Fernandes Silva, Marco Andre Moraes Bernardino,
Ana Rosa Melo Correa Lima, Fabiola Lys Medeiros,
Ligia Rufino Silva, Pedro Nogueira Fontana, Carolina
Cunha Correia

Hospital Universitario Oswaldo Cruz. Recife PE,
Brazil

paulo.lei.te@hotmail.com

Case Presentation: A 35-year-old man, 3 weeks after a
febrile condition with polyarthralgia, evolved with proxi-
mal lower limb weakness and subsequent progression to
upper limbs. He denied myalgia, cramps, myoglobinuria,
falls, respiratory complaints, dysphagia or dysphonia.
Neurological examination revealed scapular and pelvic
muscle wasting, proximal weakness, hypoactive deep
tendon reflexes and waddling gait. Laboratory investi-
gation revealed high levels of creatine phosphokinase
(CPK: 11,591 UI/L), lactate dehydrogenase (DHL: 1420
U/L) and positive IgG serology for chikungunya (Elisa).
Electroneuromyography showed a myopathic pattern.
Muscle biopsy, performed at right biceps brachialis,
revealed several necrotic and regenerating myofibers, with
scarce perivascular inflammatory infiltrate, several CD68+
cells, rares CD8+ cells and no CD4+ cells, consistent with
necrotizing myopathy. The patient was then treated with
prednisone 1mg/kg/day. However, due to increasing CPK
levels and persistence of weakness, human intravenous
immunoglobulin (2g/kgin 5 days) was added to treatment.
The patient was discharged with prednisone 1mg/kg/day
and methotrexate 10mg per week. After 45 days, in follow
up visit, patient showed significant improvement in mus-
cle strength, normal gait and normalization of CPK and
DHL levels. Prednisone was tapered and methotrexate was
maintained. Discussion: Inmunemediated necrotizing
myopathy is a inflammatory myopathy, characterized by
proximal muscle weakness, high CPKlevels, necrotic and
regenerating fibers and macrophagy in muscle biopsy, as
well as good response to immune therapy. Necrotizing
myopathy is related to various etiologies, such as use of
statins, neoplasms and viral infections. One of the viral
causes, the chikungunya virus, an alphavirus present
throughout the brazilian territory, presents with a febrile
disease with intense arthralgia. Neurological complica-
tions include encephalitis and myelitis; there are reports
of cases with peripheral nervous system involvement,
including skeletal muscle. Final Comments: Arbovirosis-
related necrotizing myopathy is a rarely reported entity,
and there is still discussion about the best therapeutic
approach. We reinforce the clinical response with the
use of intravenous intravenous immunoglobulin; how-
ever, long-term immunosuppressive therapy remains
arecommendation in the follow-up of these patients.
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GUILLAIN-BARRE SYNDROME AFTER
DENGUE VIRUS INFECTION, A RARE
NEUROLOGICAL COMPLICATION

Emanuelle Bianchi da Silva Rocha, Amanda
Selvatici dos Santos Dias, Janaina Moraes de
Araujo, Jodo Pedro Izidoro Gomes, Laura Alonso
Matheus Montouro, Alex Bertolazzo Quiterio, Caique
Alberto Dosualdo, Andressa Regina de Mello Galego,
Ricardo Funes Bastos, Gabriel Pina Paiva

Faculdade de Medicina de Ribeirdo Preto. Ribeirao
Preto SP, Brazil

m.bianchis@hotmail.com

Case Presentation: A 39-year-old man with a history
of 10 days of fever, arthralgia and rash that evolved with
nausea, vomiting and abdominal pain, admitted at the
Hospital because of worsening abdominal pain, liver dys-
function, increase in hematocrit and thrombocytopenia
with positive serology for dengue (IgM). At the third day
of Hospitalization, patient started with paresthesia of both
legs that rapidly progressed, distal weakness, areflexia,
bilateral facial paralysis, dysarthrophonia and dysphagia.
The analysis of cerebrospinal fluid showed cytological
protein dissociation (1 cell and 58 proteins). Considering
the clinical and laboratory features the diagnosis was
Guillain-Barré Syndrome (GBS). Then, we referred him to
the intensive care unit and intravenous immunoglobulin
(IgIV) for five day was the treatment. At the second day of
IgIV he evolved with dysautonomia (heart rate instability
and urinary retention) associated with worsening of the
bulbar symptoms with necessity to orotracheal intubation.
He had clinical complications such as ventilator-associ-
ated pneumonia receiving broad-spectrum antibiotics
and evolved with pseudomembranous colitis because of
the antibiotics, but presenting a good treatment response.
Given the slow recovery and prolonged Hospitalization,
he underwent tracheostomy and gastrostomy, being dis-
charged after 60 days of Hospitalization. Discussion: GBS
isarare presentation of dengue infection. The most com-
mon neurologic manifestations associated with dengue
virus (DENV) infection include headache, encephalop-
athy and seizures. Other neurologic syndromes reported
include acute pure motor weakness, mononeuropathies,
polyneuropathies, stroke and transverse myelitis. A cohort
study evaluated the increasingly incidence of neurologic
complications of DENV and demonstrated that clinical
and laboratory parameters like higher body temperature,
liver dysfunction, increase in hematocrit and throm-
bocytopenia are independent predictors of neurologic
complications, those changes were found in our patient
what s in agreement with the literature. Final Comments:
The incidence of GBS associated with dengue fever is still
unknown and in the literature, there are just few isolated
case presentation. In Brazil, dengue fever is endemic and
early recognition of neurological conditions that may be
associated with this infection and being attention to pre-
dictors that increases the risk of these complications is
very important in order to prevent bad outcomes.

Doencas Neuromusculares

51



XXX Congresso Brasileiro de Neurologia

TL1105158

TL1105194

TL 1105212

DISTAL PRESENTATION IN CENTRAL CORE
MYOPATHY CAUSED BY RYR1 MUTATIONS: A
CMT-LIKE PHENOTYPE

Bruna Moreira Souza Proenca, André Macedo
Serafim Silva, Alulin Tacio Quadros Santos Monteiro
Fonseca, Clara Gontiijo Camelo, Cristiane Araujo
Martins Moreno, Lucas Marenga Arruda Buarque,
Beatriz Carneiro Gondim Silva, Michelle Abdo Paiva,
Edmar Zanoteli

Hospital das Clinicas da Faculdade de Medicina da
Universidade de Sao Paulo. Sao Paulo SP, Brazil

brunamoreirasp@hotmail.com

Case Presentation: A 16-year-old patient, with no con-
sanguinity in the family, presented with frequent falls
and tip-toe gait, at the age 2. She developed a distal leg
weakness with significant deformities. On examination,
she presented global hyporeflexia, MRC grade 4 in the
proximal upper and lower limbs. She had a more intense
distal lower limbs weakness (MRC 3), with deformities
in pes cavus, hammer fingers and aquileus retractions.
Due to the marked presentation of distal weakness with
the described deformities, she was initially diagnosed
with Charcot-Marie-Tooth (CMT) disease and referred
to our center. On investigation, we found normal levels
of creatine phosphokinase (CK); no evidence of polyneu-
ropathy was seen in neurophysiological studies. Biopsy
of brachial biceps muscle revealed well delimited cores
by the staining of NADH-TR. MRI showed involvement
of paravertebral and posterior compartment of the leg
muscles. The whole exome sequencing showed two mis-
sense likely pathogenic variants in RYR1 (p.Phe41Ser
and p.Gly4686Asp). Discussion: The RYR1 gene encodes
the rianodine 1 receptor channel and is the main cause
of susceptibility to malignant hyperthermia and a wide
spectrum of congenital myopathies, including central
core myopathy (CCM). CCM is characterized by central
cores on muscle biopsy and clinical features of a con-
genital myopathy with autosomal dominant (AD) and
recessive (AR) inheritance patterns. The patients present
predominantly proximal weakness pronounced in the hip
girdle with orthopedic complications. On the other hand,
classic CMT phenotype reflects length-dependent axo-
nal degeneration represented by distal sensory loss and
weakness, deep tendon reflex abnormalities, and skeletal
deformities. According to an international cohort of 21
AR RYR1-related CCM patients, all of them had predom-
inantly proximal muscle weakness. Although most had
some involvement of distal muscle groups, distal weakness
was as severe as proximal weakness in only 4. An early
exclusively distal phenotype has not been reported in
the main studies of CCM. Final Comments: Our patient
presented an atypical phenotype for RYR1-related CCM,
with predominantly distal weakness and feet deformities
that resembled the CMT phenotype. RYR1 must be con-
sidered as a cause of distal myopathies. Pes cavus and
hammer fingers are not specific for CMT.
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A CASE PRESENTATION OF RECESSIVE
MYOTONIA CONGENITA (BECKER'S
DISEASE) AND EPILEPSY. IS IT CAUSAL OR
CASUAL LINK?

Antonio Serpa Amaral Neto, Andre Dias Oliveira,
Gisele Espindola, Priscila Bernardi, Matheus
Marquardt, Lais Bissoli Perino, Fernando Netto
Zanette, Bruno Montagna Andrade

Hospital Universitario da UFSC - Florian6polis = SC
- Brazil

amnetomedunir@gmail.com

Case Presentation: Male, with normal neuropsychomo-
tor development in early childhood, started at 7 years of
age with generalized epileptic seizures. He was treated
with carbamazepine and phenytoin, evolving with com-
plete remission of the attacks in 1 year. At 10 years of age,
he developed stiffness, progressive distal and proximal
weakness of the upper and lower limbs, initially with
stumbling and difficulty running. At the age of 15, he
developed the need for a wheelchair to walk distances
of more than 100 meters. At 18 years of age, he presents
fatigue and tiredness to chew solid foods. Past history:
Pregnancy and delivery without complications. Family
history: no neurological disease. Neurological exam-
ination shows: Myotonic phenomena in hands, mouth
and tongue, with Warm up sign. Gowers sign present.
Hypermobility of the interphalangeal joints of the hands,
swan-necked fingers. Biceps, deltoids and gastrocnemius
with pseudohypertrophy. Presents facial and masticatory
muscle weakness, mild weakness for neck flexion. Muscle
strength grade 4 proximal and distal lower limbs, grade
4 proximal and 3 distal upper limbs. Patellar reflexes 3/4
and Achilles 3/4. Sensitivity preserved. Myopathic gait.
Laboratory tests with a slight increase in CK levels (341
U/L). Electroencephalogram (2012): epileptic activity
characterized by polyspicules. MRI of the brain (2012):
no changes. Electromyography (2022): diffuse myotonic
discharges. Genetic Test (2022): heterozygous variants of
autosomal recessive pattern, CLCN1 chr7: 143,351,593
G>A ¢.2596-1G>A and Gene CLCN1 chr7: 143,342,461
T> C. Confirming the diagnosis of Myotonia Congenita
(MC) recessive disorder (Becker) that is associated with
moderate to severe myotonia. Studies show evidence that
CLCN1 may be a gene that can also cause generalized
genetic epilepsy. This case illustrates a patient diagnosed
with Becker’s Autosomal Recessive Myotonia Congenita,
confirmed by genetic testing, associated with epilepsy
and hypermobility of the phalanges. Epilepsy is rarely
described in patients with CM but some studies suggest
a role of CLCN1 in regulating brain excitability, it may
be that the disorders are linked by this mutation in the
chloride channel.
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TUMOUR NECROSIS FACTOR RECEPTOR-
ASSOCIATED PERIODIC FEVER SYNDROME
(TRAPS) IN TWO HYPOTONIC SIBLINGS
WITH AXONAL POLYNEUROPATHY AND
RECURRENT ABDOMINAL PAIN

Paulo de Lima Serrano, Samia Calil, Hélvia Bertoldo,
Glenda Barros, Igor Farias, Bruno Badia, Paulo Victor
Sgobbi Souza, Wladimir Bocca V R Pinto, Acary
Souza Bulle Oliveira

Universidade Federal de Sao Paulo. Sao Paulo SP,
Brazil

paulo.lima.serrano@gmail.com

Case Presentation: Two siblings, a 10-years-old girland a
7-years-old boy, hypotonic since birth with delayed motor
milestones. Gait was unbalanced with frequent falls wich
aggravated after yellow fever vaccination. Family com-
plained of progressive worsening of ambulation. Both
had recurrent episodes of vomiting and abdominal pain
associated with bloody diarrhea. Fever without known
source occured frequently. Both complained of chronic
burning pain in lower limbs. During neurological exam-
ination both had signs of a symmetrical sensory motor
polyneuropathy with areflexia, ataxic gait intensified when
closing eyes and global hypotonia. C-reactive protein and
erythrocyte sedimentation ratio were highly elevated. MRI
was unremarkable. Electroneuromyography depicted a
chronic axonal symmetrical distal sensory motor polyneu-
ropathy. Whole exome sequencing showed a heterozygous
variant in the TNFRSF1A gene, confirming the diagnosis
of Tumour Necrosis Factor Receptor-Associated Periodic
Fever Syndrome (TRAPS). Canakinumab was initiated
with complete resolution of the gastrointestinal symp-
toms, lower limb pain and marked improvement in gait.
Discussion: TRAPS is an autossomal dominant autoinflm-
matory syndrome caused by variants in the TNFRS1A gene.
Recurrent episodes of periodic fever, myalgia, arthralgia,
abdominal pain, periorbital edema and migratory rashes
are well known features. Episodes occur either sponta-
neously of following a trigger. The neurological manifesta-
tion still need further characterization. Headache, aseptic
meningitis, myositis and neuropathy are described but
hypotonia and delayed motor milestones has never been
reported to our knowledge. Inflammatory biomarkers are
often elevated. Electroneuromyography should be ordered
in all cases to better distinguish the features of myopathy
and neuropathy that may be present in this group. Early
diagnosis is essential since patients experience signifi-
cant improvement with treatment. The knowledge and
early recognition is needed for a better depiction of the
neurological manifestations. Final Comments: TRAPS is
an autossomal dominant hereditary autoinflammatory
syndrome, associated with an expanding neurological
picture in the literature. Our case shows two siblings with
marked hypotonia, delayed motor milestones, axonal sen-
sory motor polyneuropathy and a marked recovery after
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FUKUTIN-RELATED LIMB-GIRDLE
DYSTROPHY PRESENTING AS
PSEUDOMETABOLIC MYOPATHY

José Pedro Soares Baima, André Macedo Serafim
Silva, Michelle Abdo Paiva, Clara Gontijo Camelo,
Ana Lucila Moreira, Edmar Zanoteli

Department of Neurology, Hospital das Clinicas da
Faculdade de Medicina da USP, Sao Paulo SP, Brazil

jpedrobaima@gmail.com

Case Presentation: A 35-years-old woman, born from
non-consanguineous parents with a Japanese ancestry,
presented with an episode of myalgia, dark colored urine,
high CK levels after volleyball training at age 15- years-
old. During this episode, CK level was 15.450 U/L. She
had a spontaneously recovery. She then developed pro-
gressive exercise intolerance, mild proximal weakness,
and CK levels remained four times upper limit value.
Electrodiagnostic studies suggested a myopathic process
with normal repetitive stimulation. A muscle biopsy of
biceps brachii revealed a mild myopathic pattern with
mitochondrial and glycogen accumulation, suggest-
ing a metabolic myopathy. On a recent visit, physical
examination showed MRC 4 in proximal muscles, axial
weakness, and winged scapula. Cervical weakness was
also noted. She was unable to get up from lying in the
examination table. Neuromuscular ultrasound indicated
mild hyper echogenicity (Heckmatt 2) in brachialis and
vastus intermedius, and moderate hyper echogenicity
(Heckmatt 3) in hip adductors and rectus abdominal
muscle. Diaphragmatic muscle involvement was also
demonstrated. No tongue involvement was seen. A next
generation panel for neuromuscular genes revealed com-
pound heterozygous pathogenic variants in the Fukutin
gene (FKTN). DNA segregation confirm the recessive
pattern. Discussion: FKTN biallelic mutations usually
present as a congenital myopathy, mainly in Japan and is
considered quite rare in other populations. Presentation
of limb-girdle manifesting during late childhood is even
rarer. Only one case of FKTN related congenital muscu-
lar dystrophy was reported in a Japanese patientliving in
Brazil. In arecent national limb-girdle muscle dystrophy
cohort, this gene was notincluded. As muscle panels are
becoming more widespread and accessible, FKTN could be
an answer of previous undiagnosed muscle dystrophy in
people with aJapanese ancestry. Final Comments: Brazil
has the larger Japanese community outside Japan, there-
fore FKTN-related myopathies should be considered not
only when facing a congenital myopathy or alimb-girdle
phenotype, but also when a pseudometabolic myopathy
is present. More studies are needed to identify real fre-
quencies of this rare disorder in our country.
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ANTI-AQUAPORIN 4 ANTIBODY-RELATED
MYOPATHY

Paulo Lima Serrano, Samia Calil, Hélvia Bertoldo,
Glenda Barros, Igor Farias, Bruno Badia, Paulo Victor
Sgobbi Souza, Wladimir BV R Pinto, Acary Souza
Bulle Oliveira

Universidade Federal de Sao Paulo. Sao Paulo SP,
Brazil

paulo.lima.serrano@gmail.com

Case Presentation: 47-years-old Woman, presented bilat-
eral optic neuritis in the third decade oflife associated with
longitudinal extensive transverse mielitis. Anti-aquaporin
4 antibody was requested and came back positive. Due to
clinical picture and positive anti-aquaporin 4 the diagnosis
of neuromyelitis optica spectrum disorder (NMSD) was
made. Chronically complained of xerostomia and xer-
oftalmia and had positive anti-Ro antibody. One year ago,
noticed pain in lower limb muscles, being worse in the
proximal muscles and associated with important fatigue,
aggravating the gait that was already compromised by the
demyelinating outbreaks. Creatinephosphokinase and
aldose were highly elevated. Lower limbs MRI depicted
liposubstitution on the T1 sequencing and edema on STIR
sequencing, in the anterior compartment of the thigh
bilaterally and in the medial gastrocnemius on the right,
an image pattern suggestive of myopathy. Discussion:
Aquaporin 4 is the most prevalente aquaporin channel in
the central nervous system (CNS). Its function is to provid
rapid transport of water, maintaining balance and cellular
homeostasis. The detection of anti-aquaporin 4 antibody
is an importante hallmark in the diagnosis of NMOSD, a
well-characterized disease of the CNS. However, aqua-
prin 4 is also expressed outside the CNS, as in the striated
skeletal muscles, and can cause hyperCknemia, myosi-
tis with muscle lesions evidenced in muscle byopsy and
MRI. We present a case of a patient with NMOSD, with
worseneing fatigue and significant myalgia in the lower
limbs, elevation of creatinephosphokinase and alsolase,
with myopathic image pattern on MRI of the lower limbs.
The condition described is an extra-CNS manifestation
of anti-aquaporin 4 positive NMOSD and should be
screened for in cases of myalgia, worsening of fatigue and
gait without evidence of a new demyelinating outbreak.
Final Comments: The association of anti-aquaporin
4 antibody with NMOSD is well stablished. Currently
recognized, but less explored in clinical practice, is its
association with myopathy. HyperCKnemia associated
with anti-aquaporin 4 antibody should be considered a
sign of muscular manifestation of NMOSD. Through this
case presentation we hope to increase knowledge and
interest about muscle involvement in anti-aquaporin 4
positive NMOSD.
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CASE PRESENTATION DYSAUTONOMIA IN
SPASTIC PARAPLEGIA TYPE 5A (SPG5A)

Gabriel Pinheiro Martins de Almeida e Souza,
Wladimir Bocca Vieira de Rezende Pinto, Igor Braga
Farias, Bruno de Mattos Lombardi Badia, Paulo
Victor Sgobbi de Souza, Acary Souza Bulle Oliveira

Division of Neuromuscular Diseases, Department
of Neurology and Neurosurgery, Escola Paulista
de Medicina, Universidade Federal de Sao Paulo
UNIFESP

gabrielpinheiromas@gmail.com

Case Presentation: A 26-years-old woman presented with
slowly progressive weakness and stiffness in her legs, fol-
lowed by urinary incontinence. She also reported dizziness
when standing with frequent falls and changes in the color
of her toes associated with swelling when the weather is
cold. Physical examination revealed persistent painless
toes cyanosis and neurological examination showed cru-
ral spastic paraparesis, patellar and ankle hyperreflexia,
bilateral Babinski sign and distal impairment of all sensory
modalities in lower limbs. Neuroimaging studies were
unremarkable. Tilt test demonstrated postural hypoten-
sion and urodynamic study reveals detrusor overactivity
and stress urinary incontinence. Genetic testing identified
the pathogenic variant c.825T>A (p.Tyr275*) in homo-
zygosity in the CYP7B1 gene associated with hereditary
spastic paraplegia 5A (SPG5A). Discussion: The chronic
phase of spinal cord injury may present with dysautono-
mia, including urinary dysfunction, orthostatic hypoten-
sion, and even impaired regulation of the body extremities
due to loss of vasomotor tone in lower limbs. Neurogenic
bladder, postural hypotension, sexual dysfunction, and
decreased sweat output have been associated with dif-
ferent SPG subtypes. However, to our best knowledge, we
did not find any case presentation with an association
between these symptoms and SPG5A. In this case, the
presence of postural hypotension, urinary incontinence
and cold-induced acrocyanosis suggest impairment of the
autonomic nervous system. Final Comments: Our case
expands current knowledge about the association between
SPG5A and autonomic disturbances. We conclude that
autonomic involvement may be underrecognized in the
different SPG subtypes.
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A COMPLEX ASSOCIATION OF
SENSORIMOTOR AXONAL NEUROPATHY,
DEAFNESS, EPISODIC WORSENESS, AND
RETINOPATHY: MITCHELL SYNDROME

Samia Rogatis Calil, Wladimir Bocca Vieira de
Rezende Pinto, Igor Braga Farias, Bruno de Mattos
Lombardi Badia, Paulo de Lima Serrano, Glenda
Barbosa Barros, Hélvia Bertoldo de Oliveira, Méarcio
Luiz Escorcio Bezerra, Paulo Victor Sgobbi Souza,
Acary Souza Bulle Oliveira

Universidade Federal de Sao Paulo. Sao Paulo SP,
Brazil

calil.samia@gmail.com

Case Presentation: A 28-year-old brazilian woman pre-
sented with along-standing clinical course of lower limb
weakness starting at age 15 years, associated with recurrent
and prolonged episodes of numbness and neuropathic
pain. Her symptoms evolved and after five years she pre-
sented with worseness of motor symptoms and sensory
loss in the lower limbs, mild motor compromise of the
upper limbs, and bilateral sensorineural hearing loss.
After almost one decade of symptom-onset, she noted
marked worseness of motor symptoms, urinary distur-
bances, severe hearing loss (with the need of bilateral
cochlear implants), and progressive unilateral visual
loss of the left eye. Medical history disclosed short stat-
ure of unknown etiology. No parental consanguinity was
observed. Examination disclosed distal dominant quad-
riparesis with brisk global reflexes and absent Achillean
tendon reflexes, sensory ataxia, steppage gait, and marked
hypoesthesia and hypopalesthesia in the lower limbs.
Neurophysiological studies disclosed axonal sensorim-
otor polyneuropathy. Brain MR imaging showed mild
periventricular leukoencephalopathy. Optic coherence
tomography showed bilateral thinning of the neurossenso-
rial retina. As riboflavin transporter defect was suspected,
oral riboflavina was started, 20 mg per kg, with moderate
improvement of motor, visual and hearing complaints.
NGS-based gene panel testing showed the heterozygous
variant ¢.1384C>T (p.Arg462Cys) in the ACOX1 gene
involved with Mitchell syndrome. Discussion: Palmitoyl
acyl-CoA oxidase 1 represents the rate-limiting peroxiso-
mal enzyme involved in the beta-oxidation of fatty acids,
which is related both to loss-of-function mechanisms with
enzyme deficiency due to biallelic variants and to gain-of-
function with neurotoxic mechanisms due to heterozygous
variant. Mitchell syndrome is an extremely rare progres-
sive inherited neurometabolic and neurodegenerative
disorder associated with sensorimotor polyneuropathy,
deafness, and episodes of clinical worseness with central or
peripheral demyelination. Our case description disclosed
progressive visual loss and moderate response to ribofla-
vin therapy. Final Comments: Clinicians must be aware
about the possibility of facing new clinical presentations
of inherited peroxisomal disorders, such as Mitchell syn-
drome, in the clinical context of progressive hearingloss,
polyneuropathy, sensory ataxia, visual loss, and acute
or subacute episodes of motor and sensory worseness.
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CONGENITAL MYASTHENIC SYNDROME DUE
TO GMPPB VARIANTS

Daniel Delgado Seneor, Wladimir Bocca Vieira de
Rezende Pinto, Paulo de Lima Serrano, Roberta
Ismael Lacerda Machado, Rodrigo Galvao Bueno
Gardona, Beatriz Castro Reis, Igor Braga Farias,
Marcelo Annes, Paulo Victor Sgobbi de Souza, Acary
Souza Bulle Oliveira
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Case Presentation: A 40-year-old brazilian woman pre-
sented with a long-standing slowly progressive clinical
course of muscle fatigue and exercise intolerance since
age 22 years. After two years of symptom-onset, she also
noted eyelid ptosis without diplopia and dysgraphia. There
was also worsening of muscle weakness at the end of the
day and after physical activity. By the age of 36, weakness
worsened, and she could not walk for more than 10 min-
utes. At that time, serum creatine kinase levels were evalu-
ated and disclosed mild elevation (900; 3 times the upper
limit value). One year ago, she started diplopia, dyspnea,
and dysphagia. Medical history disclosed dyslipidemia.
Parental consanguinity was present. Family history dis-
closed her sister with similar symptoms. Examination
disclosed mild proximal weakness in the upper and lower
limbs, mild axial muscle weakness. Her nerve conduction
studies were unremarkable. Needle electromyography dis-
closed typical chronic myopathic features. Muscle biopsy
showed nonspecific myopathic findings. A next-gener-
ation sequencing-based multigene panel for inherited
neuromuscular disorders disclosed the presence of the
pathogenic variant ¢.95C>T (p.Pro32Leu) and the variant
of uncertain significance c.478G>A (pVal160Met) in com-
pound heterozygosity in the gene GMPPB, thus enabling
the diagnosis of GMPPB-related Congenital Myasthenic
Syndrome (CMS) associated with myopathic involvement.
Oral salbutamol and pyridostigmine were started with
clinical stability of symptoms. Discussion: GMPPB-related
neuromuscular disorders represent Congenital Disorders
of Glycosylation and occur due to variable deficiency of
mannose-1-phosphate beta-guanylyltransferase, which
is involved with GDP-mannose biosynthesis related to
multiple glycosylation pathways. It has been previously
associated with autosomal recessive limb-girdle muscu-
lar dystrophy type 19 (formerly LGMD2T), Congenital
Muscular Dystrophy-Dystroglycanopathy type 14 and,
more recently, with late-onset CMS phenotypes. Some
of the previously described GMPPB-associated myop-
athies had dysfunction of the neuromuscular junction
and mildly raised serum creatine kinase levels. Final
Comments: Clinicians must be aware about the possi-
bility of late-onset presentations of CMS due to GMPPB
variants, which should be considered in cases with myo-
pathic findings in neurophysiological studies and raised
serum creatine kinase levels.
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FACIAL ONSET SENSORY AND MOTOR
NEURONOPATHY (FOSMN SYNDROME):
A CASE PRESENTATION
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Case Presentation: A.M.M., male, 60 years old. This
patient was referred for neurological evaluation due to
an insidious complaint of left arm paresthesia, weakness
and atrophy since 2003. Electroneuromyography was per-
formed, demonstrating cervical radiculopathy. He didn’t
continue the medical investigation and returned in 2017
complaining that the weakness had progressed to his ipsi-
lateral face and leg. On neurological examination, upper
and lower motor neuron signs were found. In addition,
midface hypoesthesia (“onion bulb”) and blink reflex
abnormality were observed. Electroneuromyography
was performed, demonstrating signs of denervation in
bulbar segments and alteration of the blink reflex, sug-
gesting the diagnosis of FOSMN. Discussion: FOSMN is a
rare neurologic syndrome and pathogenesis is uncertain,
but studies suggest that the pathophysiology is more neu-
rodegenerative than autoimmune. Apparently, FOSMN
is most likely to be a TDP-43 proteinopathy within the
ALS-FTD spectrum. The mean age at onset is approxi-
mately 55 years with progressive course involving sen-
sory disturbances in trigeminal nerve pathway, bulbar
symptoms, upper extremities and, in some cases, to the
lower extremities, as in this case. The diagnostic marker is
the absence of the blink reflex on EMG in addition to the
presence of denervation that can be found in the bulbar,
cervical and thoracic preganglionic segments, although
there are no specific criteria, which makes the diagnosis
difficult. Final Comments: This case presentation empha-
sizes that it is very important to recognize rare diseases
within the spectrum of neuromuscular disorders, such as
FOSMN, in the context of progressive pain and weakness
with cranial-caudal progression. However, the clinical
pictures and pathophysiology of FOSMN have not been
well established.
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TUBULAR AGGREGATE MYOPATHY WITH
RHABDOMYOLYSIS: AN UNCOMMON
PRESENTATION IN ELDERLY MALE

Rafael Braganca Rodrigues Matias, Eduardo
Mesquita Souza, Matheus Alves da Silva, Barbara
Maini Carvalho, Hennan Salzedas Teixeira, Karlla
Danielle Ferreira Lima, Edmar Zanoteli, Alex
Machado Baeta

Beneficencia Portuguesa de Sao Paulo, Sao Paulo
SP, Brazil
Universidade de Sao Paulo. Sao Paulo SP, Brazil

matheus.alves.123@outlook.com

Case Presentation: A 76-year-old male with acute sym-
metrical inferior limbs weakness and pain. No previous
history of muscle weakness. Denied alcohol intake, prior
exercise intolerance, fatigue, myoglobinuria, ptosis, or
pigmenturia, as well as worsening after periods of fast-
ing. History of systemic arterial hypertension and dys-
lipidemia. He had been treated with the same dose of
simvastatin and antihypertensives. Furthermore, no rel-
evant familial history of consanguinity. On examination,
the strength of proximal inferior limbs graded MRC grade
IV. Neoplastic, infectious, rheumatological, and endocri-
nology diseases were ruled out. Initial CK = 6.719U/L.
Muscle MRI revealed a heterogeneous edema pattern,
with predominant proximal impairment. No evidence of
atrophy was detected. Statins were promptly withdrawn.
After 5to 7 days, CPK lowered to normal level and muscle
biopsy confirmed Tubular Aggregates Myopathy. There
was a complete improvement of muscle weakness after
30 days. Discussion: Tubular Aggregate Myopathy is a
rare disorder of unknown prevalence. The symptoms
and severity are widely heterogeneous, and the diagno-
sis is based on a history of progressive loss of strength
and/or muscle pains, muscle biopsy revealing tubular
aggregates, and absence of another neuromuscular dis-
ease. The Tubular Aggregate Myopathy can present as a
pseudo metabolic feature, without progressive weakness,
mimicking the metabolic myopathies. Final Comments:
Tubular Aggregate Myopathy is a rare and an inherited
disorder and, differently from metabolic myopathies,
is characterized by slowly progressive proximal muscle
weakness, cramps and myalgia. Muscle biopsy usually
points to tubular aggregates of variable morphology and
type II fibers atrophy.
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CLINICAL IMPROVEMENT IN ANTI-MUSK
MYASTHENIA GRAVIS PATIENT AFTER
THYMECTOMY — A CASE PRESENTATION

Danilo Jorge da Silva, Fabiana Carla dos Santos
Correia, Sergio Roberto Pereira da Silva Junior,
Isadora Bitencourt Baesso, Marcelo Maroco
Cruzeiro

Hospital Universitario da Universidade Federal de
Juiz de Fora.Juiz de Fora MG, Brazil

fabi-karlla@hotmail.com

Case Presentation: Female patient, 32 years old, pre-
sented eyelid ptosis to the right, diplopia, dysphonia
and proximal appendicular weakness in superior mem-
bers with floating characteristic. She was submitted to
an electroneuromyography with repetitive stimulation
(decremental pattern). The tomography of the chest
showed thymic hyperplasia associated to the antirecep-
tors antibody dosage of acetylcholine (AChR) negative,
but anti-kinase antibody muscle-specific (MuSK) posi-
tive. She initiated the usage of prednisone up to 80mg/
day and pyridostigmine reaching 360mg/day with par-
tial response. Continued with the symptoms worsening,
tachydyspnea and Hospitalization in an intensive care
unit. Medication adjustment was attempted without any
improvement, besides developing Cushing’s syndrome
secondary to the corticotherapy. Then a thymectomy was
chosen. The patient presented diaphragmatic paralysis
after the thymectomy, and a diaphragmatic plication was
carried out with clinical improvement. The weaning of
the corticotherapy was initiated. After six months she is
found using exclusively prednisone 5mg/day and without
myasthenic symptoms. Discussion: Myasthenia gravis
(MG) is an autoimmune disorder of the neuromuscular
junction hallmarked by motor fluctuations (fatiguabil-
ity). Treatment options are acetylcholinesterase inhibi-
tors, glucocorticoids, immunoglobulin, plasmapheresis,
immunosuppressives and monoclonal antibodies (eculi-
zumab). The antibodies for the diagnosis are anti-AChR,
anti-MuSK and anti-protein related to the lipoprotein 4
(LRP4). The thymectomy is indicated based on the flaw
of the thymic recognition function and negative selection
of autoreactive T cells - physiopathology implied mech-
anism of mediated MG AChR (MG-AChR). The thymec-
tomy is indicated on thymic persistence or on thymoma
presence, when is performed the mediastinal toilet. Not
long ago thymectomy was not indicated in anti-MuSK
positive cases, but the last updates do not define thymec-
tomy as a resource or contraindicate. Interestingly, in this
case, despite thymectomy’s possible inefficacy for anti-
MusSK positive patients, an unequivocally improvement
and corticoids/pyridostigmine dosage reduction was
observed after the thymectomy. Final Comments: The
success of the therapeutic response after the thymectomy
on an anti-MuSK positive patient puts in discussion the
debate about thymectomy as a therapeutic weapon in
myasthenic anti-MuSK positive patients with persistent
thymus/ thymoma.
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INCREASING GENETIC AND PHENOTYPIC
VARIABILITY OF PRPS1 GENE MUTATIONS: A
NEW MUTATION ASSOCIATED TO A COMPLEX
HEREDITARY MOTOR NEUROPATHY

Gabriela Lopes de Morais, Lucas Gondim Briand
Vieira, Vanessa Lauanna Lima Silva, Pedro José
Tomaselli, Rodrigo Siqueira Soares Frezatti, Henry
Houlden, Mary M Reilly, Wilson Marques Junior

Hospital das Clinicas da Faculdade de Medicina de
Ribeirao Preto. Ribeirdo Preto SP, Brazil

Instituto de Neurologia e Neurociéncias, Queen
Square, Londres - Gra-Bretanha Reino Unido

gabrielalmorais8@gmail.com

Case Presentation: Two male siblings from non-con-
sanguineous parents presented in their first decade of
life with a complex phenotype including delayed motor
milestones, dysarthria and deafness. Ataxic gait was noted
atage of three in both. Symptoms worsened over the years,
mainly gait, with frequent falls. Their mother presented
hypoacusia by the age of 54, with no other symptoms.
Brain MRI revealed cerebellar atrophy. Nerve conduc-
tion studies revealed motor axonal neuropathy in both
siblings. WES revealed a class 5 variant on the PRPS1 gene:
(NM_002764.4) c.894A>C. Hence, a diagnosis within the
spectrum of Arts syndrome and PRPS1-related disorders
was made. Discussion: Arts syndrome is a rare entity
described in 1993. Twelve young boys of a family presented
sensorineural hypoacusia, ataxia, delayed motor mile-
stones and tendency to upper respiratory tract infections.
Later, an autopsy showed absence of myelinated axons in
the posterior column of the spinal cord. It is an X-linked
condition caused by a loss-of-function mutation on the
PRPS1 geneleading to decreased enzyme function. Besides
Arts syndrome, mutations in PRPS1 have been associ-
ated with a large spectrum of manifestations, as X-linked
recessive Charcot-Marie-Tooth disease-5 (CMTX5) and
X-linked deafness-1 (DFNX1). Adult female carriers can
present isolated hypoacusia, as did the mother of our
patients. We found description of 22 pathogenic variants
in this gene, apart from the aforementioned new vari-
ant. Clinical features of this case showed the presence of
motor neuropathy, sensorineural hypoacusia and delayed
motor milestones, which have been described in some
loss-of-function mutations. Gain-of-function mutations
described so far are mostly related to hyperuricemia and
gout arthritis. This is of greatimportance as a minor study
has shown benefit from providing S-adenosylmethionine
(SAM) to some patients. Description of a novel variant in
the PRPS1 gene may support the impression that according
to the mutation and residual enzyme function, different
clinical features are seen. Final Comments: We present a
new variant in the PRPS1 gene related to Arts syndrome,
and a pure motor neuropathy could be a new finding
that had not been described so far. Segregation analysis
suggests an X-linked inheritance. PRPS1 gene is related to
nucleotide metabolism and the synthesis of purines, and
identification of this mutation is of practical relevance as
SAM supplementation may be beneficial to these patients.
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RHABDOMYOLYSIS AND MUSCLE
ADAPTATION AFTER WHOLE-BODY
ELECTROSTIMULATION (WB-EMS)

Michelle Abdo Paiva, Ana Luisa Calich, José Pedro
Soares Baima, Edmar Zanoteli, André Macedo
Serafim Silva

Department of Neurology, Hospital das Clinicas da
Faculdade Medicina da Universidade de Sao Paulo,
Sao Paulo SP, Brazil

Hospital Sirio Libanés. Sao Paulo SP, Brazil

michelle.abdo@hc.fm.usp.br

Case Presentation: A 25-year-old woman (BMI 22kg/
m2), without comorbidities, presented with an incidental
high creatine kinase (CK) level (29.068 U/L) after starting
whole-body electrostimulation (WB-EMS). She had been
previously untrained and identified mild myalgia believ-
ingit to be expected due to training. There was no urinary
complaint or muscle weakness.Her neurological exam was
normal. Her renal function was normal and urine sample
one week after the event showed no changes. Muscle MRI
demonstrated small foci of edema in gluteus maximus, vas-
tus lateralis and intermedius muscles. We proceeded with
a complete investigation including full rheumatological
panel, thyroid function, serologies (HIV, hepatitis Band C,
dengue, leptospirosis, toxoplasmosis) and whole-exome
sequencing which resulted all negative. Most plausible
explanation was exertional rhabdomyolysis and we sug-
gested a return to WB-EMS trainings with weekly serum
CKmeasurement. The high CKlevel seen after individual
WB-EMS session was progressively blunted and normal-
ized after 2 months of regular training. A control muscle
MRI five months after regular training showed resolution
of muscular edema. Discussion: WB-EMS uses an elec-
trical stimulator with several channels that can recruit
more muscle fibers than normal exercises and attracts
people for the belief of being more time-effective. The
case illustrates the risks of WB-EMS related to muscle
injury, especially in physically deconditioned people,
and how to manage training-related CK level increase.
There are not enough data regarding the prevalence of
rhabdomyolysis associated with WB-EMS. However, it
has been previously reported especially after the first
workout session and studies show a drop in CK levels
after regular training. Our case reinforces that mainte-
nance of WB-EMS training may be safe even after a very
high CK level. Muscle ability to adapt through exercise
training is the most probable explanation to justify serum
CKincrease attenuation. Final Comments: Patients and
health care professionals must be alert to intense muscle
pain and changes in urine color, especially at the begin-
ning of training. Clearer protocols are needed to guide
physicians and neuromuscular practitioners to manage
these patients as WB-EMS will become even more popu-
lar. Serial CK measurement may be necessary in subjects
beginning WB-EMS training and an evaluation prior to
WB-EMS is advised to identify potential individual risks.
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CHRONIC INFLAMMATORY DEMYELINATING
POLYNEUROPATHY (CIPD) WITH UNILATERAL
FACIALAND HYPOGLOSSAL INVOLVEMENT:
A CASE PRESENTATION

Marina Buldrini Filogonio Seraidarian, Paolla
Giovanna Rossito Magalhaes, Barbara Oliveira
Paixao, Gabriella Braga da Cunha Silva, Ana Luiza
Figueiredo Campos, Arthur Braga Pereira, Rodrigo
Santiago Gomez

Hospital Madre Teresa. Belo Horizonte MG, Brazil

marinabuldrini@hotmail.com

Case Presentation: A 31-year-old female with a two-
months history of progressive weakness and paresthesia
inboth upper limbs, mainly distal, followed by a two-day
right foot numbness. She referred transient and recovered
weakness in the right hand three years prior to admission,
with normal exams e no follow-up needed. She had no
comorbidities, antecedent infection or recent immuniza-
tion. She underwent Hospitalization and extensive labora-
tory and radiological work-up. Cerebrospinal fluid analysis
revealed high protein content (>90,8mg/dL), normal cell
count (WBC 1/mm3, 100% lymphocytes) and normal glu-
cose level (54 mg/dL). Needle electromyography (EMG)
and nerve conduction velocity (NCV) study showed dif-
fuse, symmetric, sensorimotor, predominantly primary
segmental demyelinating polyradiculoneuropathy. No
other relevant findings were found. Initial treatment
included intravenous methylprednisolone and immu-
noglobulin that shown immediate clinical improvement.
Outpatient management identified facial asymmetry two
months later, besides recurrency of incipient weakness and
numbness in extremities. A new curse of medication was
carried outalso with improvement in symptoms and bime-
strial sessions were scheduled. On her next return, she
complained of difficulty speaking and eating. Neurological
exam evidenced right hypoglossal palsy that determined
dysarthria and impaired mobility of the bolus within the
mouth. No atrophy or tongue fasciculation were found.
New laboratory and radiological exams did not show any
abnormalities and 45-day interval course of medication
was restated with no further significant neurological
deterioration. Discussion: The usual phenotype of CIDP
is a sensorimotor disorder with symmetric proximal and
distal affectation, areflexia and conduction lowing, tem-
poral dispersion and/or conduction block. Cranial nerve
findings are not common: facial muscle weakness may
be presentin up to 13% and hypoglossal involvement has
been reported in only 0-3.8%. Final Comments: CIDP is
an immune-mediated chronic neuropathy with a wide
spectrum of clinical manifestations, lasting for more
than two months. Although cranial nerve manifestation
is infrequent (7%-16%), we describe this uncommon
finding in a patient with facial and hypoglossal involve-
ment. Therefore, therapeutic strategies and prognostic
implications of the presence of cranial neuropathy have
yet to be determined and active examination to search
this affection must be carefully accomplished.
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JAG2-RELATED LIMB-GIRDLE MUSCULAR
DYSTROPHY: FIRST REPORT IN LATIN
AMERICA AND DESCRIPTION OF A NOVEL
VARIANT

Leidys marina pedrozo, Joao Eduardo Bastianello,
Bibiana Thomé, Jefferson Becker, Giordani dos
Passos

Pontificia Universidade Catélica de Rio do Sul -
Porto Alegre — RS - Brazil

leidyspedrozo@gmail.com

Case Presentation: Two mixed-race siblings, non-con-
sanguineous parents, Rio Grande do Sul, Brazil, referred
to our outpatient clinic this year at ages 35 (case 1) and
24 (case 2). Both had normal neuropsychomotor devel-
opment up to 24 months and 12 months, respectively,
when they developed progressive proximal weakness
on 4 limbs and lost the ability to walk at ages 8 and 7.
Evolution of motor disability with increased frailty and
muscle atrophy in 4 limbs for the following 10 years, pre-
dominantly proximal in the lower limbs, associated with
contractures with joint deformities and limited extension.
Both presented dorsal scoliosis and mild cervical weak-
ness. Case 1, at age 25 showed significant bulbar weak-
ness, with dysphagia and dyspnea at rest with the need
for intermittent bilevel positive airway pressure. Case 2
does not present dysphagia or symptomatic dyspnea.
Both maintain support therapy with motor physiother-
apy. The initial investigation included: normal CK, EMG
showing myopathic pattern and muscle biopsy at ages
4 and 8 (case 1) and at age 3 (case 2) with no conclusive
results. The molecular confirmation of the diagnosis was
onlyreached in 2022, by means of a next-generation mul-
tigene sequencing (NGS) panel, which revealed a hetero-
zygous pathogenic variant in the JAG2 gene [T>TGGCCP.
His1171ArgFS*9] that promotes amino acid substitution
histidine in code 1171 by Arginine and change in the read-
ing matrix from this point promoting early interruption
of protein translation in case 2.In addiction, case 1 was
also tested with another NGS panel for neuromuscular
conditions (which did not include JAG2), but it resulted
in no relevant variants. Discussion: Autosomal reces-
sive limb-girdle muscular dystrophy-27 (LGMDR27) is
caused by pathogenic variants in the Jagged Canonical
Notch Ligand 2 (JAG2). It was first described in 2021 in
a single international cohort with no reported cases in
Latin America. This variant is classified as pathogenic
due to early interruption of protein translation that con-
tributes to protein dysfunction in the notch signaling
pathway, which is important in intercellular signaling.
Final Comments: This report expands the geographical
distribution of LGMDR27 to Latin America, describes the
clinical features of two new cases of this rare condition
and contributes a novel variant affecting the JAG2 gene.
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A DANCER WITH CRAMPS: MOERSCH-
WOLTMAN SYNDROME OR STIFF-PERSON
SYNDROME

Lais Bissoli Perini, Fernando Zanette, Matheus
Marquardt, André Dias de Oliveira, Gisele Espindola,
Fernando Cini Freitas, Katia Lin

Universidade Federal de Santa Catarina.
Florianépolis SC, Brazil

UFSC - Florianépolis SP, Brazil

Hospital Governador Celso Ramos - Florianépolis
- SC - Brazil

laisbperini@hotmail.com

Case Presentation: A 30 yo, female, psychologist and
dancer, previously healthy, non-consanguineous par-
ents, without family history of neurological diseases. In
2018, she noticed limited movement of her left leg and
hip, especially when dancing and performing “pilates’,
activities that she previously performed without com-
plaints. She had severe painful cramps, associated with
intense stiffness that later migrated to her right leg up to
the lumbar column. She started physiotherapy with partial
improvement of the condition, but it was discontinued
in August 2020, which led to progressive worsening, now
compromising her upper limbs and leading to fixed cer-
vical hyperextension and hyperlordosis, confining her to
the wheelchair. She also developed solid-liquid dysphagia,
dysphonia, and dyspnea on minor exertion. Neurological
examination revealed a fixed semi-flexed position of her
lower limbs, lumbar hyperlordosis, and a semi-flexed trunk
posture. Strength was grade 2 of the iliopsoas, thigh abduc-
tors, and adductors; grade 4+ of the biceps and quadri-
ceps femoris, and grade 5 on the other muscle groups.
Generalized grade 3+ deep tendon reflexes with bilateral
plantar flexion reflexes. Postural instability and inability
to walk. Baclofen and Pregabalin were administered up to
maximal doses, with no response. Clinical improvement
was observed only with Clonazepam 2 mg/d, with muscle
relaxation, resuming independent gait. An investigation
was carried out with serology, rheumatological profile,
skull MRI and screening for neoplasms, with all negative
results. Normal CPK dosage. Serum dosage of Anti-GAD
with result > 2000 IU/ml. Therefore, clinical, laboratory,
and therapeutic response led to the final diagnosis of Stiff-
Person syndrome, which is why electroneuromyography
was not performed at the time. Therapy continued with
Clonazepam, Prednisone 60 mg/day, Azathioprine 150
mg/day, and due to partial response to therapy, she is now
awaiting infusion of Human Immunoglobulin. Discussion:
Due to its often prolonged evolution and rarity, the diag-
nosis of Stiff-Person syndrome is still challenging, and
its diagnostic criteria are not yet well established. Final
Comments: This hypothesis should be considered in
all patients presenting muscle stiffness associated with
pain and muscle spasms, mainly in the lower back. There
are several differential diagnoses, and anti-GAD dosage
should be requested for diagnostic aid.
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NUSINERSEN AND MULTIDISCIPLINARY
APPROACH IN IMPROVEMENT OF MOTOR
FUNCTION IN SPINAL MUSCULAR ATROPHY
TYPE 3: A2 YEARS FOLLOW-UP CASE
PRESENTATION

Elisa Gutman Gouvea, Deborah Santos Sales, Vivian
Pinto de Almeida, André Bertola Vanzan Filho,
Mariana Ribeiro Pereira, Clarissa de Araujo Davico,
Rayanne da Silva Souza, Patricia Gomes Pinheiro,
Carolina Garcia Nunez Carrijo, Karina Lebeis Pires

Universidade Federal do Estado do Rio de Janeiro.
Rio de Janeiro RJ, Brazil
Casa Hunter. Rio de Janeiro RJ, Brazil

karinalebeis1@gmail.com

Case Presentation: Male patient initiated progressive
weakness at 2-years-old. He was able to walk, but began
to have frequent falls and difficulty climbing stairs. At the
age of 14 he was referred to genetics due to a slow and pro-
gressive worsening. Denied dysphagia, dyspnea, speech
or sphincter alterations. Upon examination, he presented
with proximal and symmetric weakness, associated with
lower limb atrophy and 4-membered areflexia. In 2018,
at the age of 23, he was diagnosed with Spinal Muscular
Atrophy (SMA) type 3 due to electroneurography and
genetic examination. He began treatment with nusin-
ersen in 2019, along with multidisciplinary follow-up.
Motor function data were assessed by trained evaluators
using Hammersmith Functional Rating Scale Expanded
(HFMSE) and Ten-Meter Walking Test (10 MWT), accord-
ing to the international recommendations on SMA stan-
dard of care, at the onset of treatment and reassessed every
six months. After 2 years, the patient increased 5 points
in the HFMSE and decreased 7s in the 10 MWT, which,
according to the literature, defines clinically meaningful
changes. Discussion: SMA is an autosomal-recessive
lower motor neuron disease causing progressive muscu-
lar atrophy and weakness. It is divided into four subtypes
(0-4) according to age of symptoms onset and achieved
motor landmarks. Nusinersen is an antisense oligonucle-
otide administered intrathecally, able to increase func-
tional SMN protein levels, modifying SMA natural history.
Although approved for any 5q SMA, most studies focus
on nusinersen efficacy in infants and children, with data
on adults limited to few observational studies and case
series. This case shows clinical improvement in motor
function of a SMA type 3 patient, even with the onset of
treatment being twenty years after the onset of symptoms.
This supports nusinersen efficacy in along disease dura-
tion setting. Furthermore, multidisciplinary management
isawell established therapy designed to address the psy-
chosocial challenges of patients with SMA and cannot be
excluded as an adjuvant in this patient’s enhancement.
Final Comments: In adult SMA, outcome measures
have notbeen as thoroughly standardized and validated.
Although it is proven that a longer disease duration has
anegative impact on treatment efficacy, this report indi-
cates a satisfactory enhancement in unfavorable clinical
conditions. Also, a multidisciplinary approach acts as an
adjuvant for Nursinersen treatment in the improvement
of motor function.
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URBANORUM SPP AND GUILLAIN-BARRE
SYNDROME, A POSSIBLE ASSOCIATION?

Emily Tainara Miranda Alves, Juliana Cardoso
Fiquene, Aline Geisler, Barbara Jimenez

Hospital Santa Isabel - Blumenau - SC - Brazil

emiily.taiinara@gmail.com

Case Presentation: A 57-year-old, white, male patient,
previously without comorbidities, presented with diar-
rhea lasting four days, with aqueous content, without
pathological products and with improvement after the
use of symptomatic. After eight days, he started pares-
thesia in feet and legs evolving with paraparesis and
needing support to walk. On admission, the neurological
examination revealed asymmetric tetraparesis of proxi-
mal predominance and areflex with Medical Research
Council (MRC) with a total score of 24/60 and proteino-
cytological dissociation in cerebrospinal fluid. Due to the
neurological clinical condition and laboratory findings,
the diagnosis of Guillain Barre syndrome was suggested.
Electroneuromyography was performed with signs of
acute motor neuropathy, of axonal pattern, compatible
with motor axonal form (AMAN). Treatment with intra-
venous human immunoglobulin was then started on the
third day of Hospitalization at a dose of 0.4kg/kg/day for
05 days. During Hospitalization, abdominal distension
associated with watery diarrhea was observed. Positive
stool parasitological examination and visualized urbano-
rum ssp. with a positive fecal leukocyte test. In addition
to the therapeutic approach of the syndrome, treatment
for diarrhea secondary to urbanorum spp was also insti-
tuted with nitazoxanide for 07 days with improvement of
abdominal distention and reduction of evacuation fre-
quency. Discussion: The high prevalence of parasites are
sources of constant infections for the brazilian population
due to its territorial extension and precariousness in terms
of basic sanitation. knowing the new incident parasites,
their pathophysiology, virulence and possible associated
diseases means that there are ways to combat and min-
imize the damage. A more detailed study of Urbanorum
spp, its morphological structure and mainly, which drug
therapy to use will bring uniformity of information and
conduct. Awareness measures and basic hygiene care must
be carried out to reduce transmissibility and reduce the
incidence of the parasite. Final Comments: We report the
first case of clinical suspicion of a temporal association
between Guillain-Barré syndrome and gastrointestinal
tract disease caused by Urbanrum spp. Thus, seeking to
alert about the probable relation of the parasite and the
risk of development of GBS, as well as the pathophysio-
logical mechanisms and treatment.
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CHILDHOOD-ONSET MYOTONIC DYSTROPHY
TYPE 1: ACASE PRESENTATION

Mariana Ribeiro Pereira, André Bertola Vanzan
Filho, Elisa Gutman Gouvea, Pedro Ignacio Ferraz
Montenegro de Almeida, Daniel Lucas de Lima
Silva Santos, Ana Carolina Frinhane Hergoz, Karina
Lebeis Pires, Carolina Garcia Nufiez Carrijo, Patricia
Gomes Pinheiro, Clarissa de Araujo Davico

HUGG. Rio de Janeiro RJ, Brazil

Universidade Federal do Estado do Rio de Janeiro.
Rio de Janeiro RJ, Brazil

Casa Hunter. Rio de Janeiro RJ, Brazil
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Case Presentation: Thirteen year old girl with cramps and
pain on both hands that initiated during early childhood
and got worse after coronavirus disease 2019 (COVID-19)
in november of 2020. She had myotonic phenomena at
both hands and tongue, mild proximal weakness on both
hip flexors and hip extensors, and a myopathic gait. No
history of neurologic or genetic disorders in the family
was reported. Laboratory investigation of nutritional defi-
ciencies, endocrine and other systemic involvement was
negative. Electromyography showed myotonic myopathy.
Genetic testing helped conclude the diagnosis of Myotonic
Dystrophy type 1 (DM1). Discussion: DM1 is the result of
a CTG repeat expansion in the 3? untranslated region of
the DM1 protein kinase (DMPK) gene on chromosome
19q13.3. The clinical triad associated with DM1 is myo-
tonia, distal weakness and early-onset cataracts. Patients
may refer to myotonia as cramps, muscle stiffness or
delayed muscle relaxation. Proeminent pain and proxi-
mal weakness are features most associated with Myotonic
Dystrophy type 2 (DM2), although case presentation with
this presentation in DM, such as our patient, have been
previously reported. Childhood-onset of DM1 is character-
ized by symptoms initiated between after the completion
of the first year of life to ten years old. A childhood-onset
is more linked to intellectual impairment and gastrointes-
tinal symptoms, such as diarrhea, constipation and fecal
incontinence. Common adult features of myotonia do not
present until early adolescence. Our patient describes that
pain and cramps got worse after coronavirus infection in
2020 and that was what motivated the family to search for
medical counseling. At our best knowledge, there are no
reports of worsening Myotonic Dystrophies after corona-
virus infection. But patients with DM1 may be at higher
risk for presenting severe acute respiratory syndrome
(SARS) associated with COVID-19. Final Comments:
DML1 is a genetic disorder with onset described between
birth and early adulthood associated with three cardinal
features (myotonia, weakness and early-onset cataracts).
Proximal weakness and pain are not the most prominent
symptoms in patients with DM1, although previously
reported. Patients with childhood-onset are expected to
have a more severe course than those with adult onset,
and an early recognition of symptoms maylead to a better
quality of life in these patients.
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FAMILY WITH HSP 75 PHENOTYPE DUE TO
MAG GENE VARIANT
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LATE ONSET ASYMMETRIC MYOPATHY: A
CASE OF NEUTRAL LIPID STORAGE DISEASE

Mariana Floriano Luiza Piva, José Lopes de
Vasconcelos Junior, Mateus Pradebon Tolentino,
Pedro de Souza Domingues, Luisa Pacheco Avezum,
Kennedy Soares Linhares Silva, Flavio Vieira
Marques Filho, Gleica Maria de Macena Kanawa,
Cristiane de Araljo Martins Moreno, Eduardo de
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Case Presentation: A 47-years-old man presented with
a slowly progressive history of weakness in the left lower
limb since age 35 years. After 1 year, he noticed involve-
ment of the right lower limb, with gradual worsening of
gait. Subsequently, onset of paresthesia in the feet asso-
ciated with episodes of urge urinary incontinence. It has
alpha-1 antitrypsin deficiency. In the family history, the
father had a history of progressive spastic paraparesis,
starting at age 60 years, with recurrent falls associated
with cognitive decline over 7 years and urinary incon-
tinence. He later progressed with dysarthrophonia and
dysphagia, and death occurred 14 years after the onset of
motor symptoms. Parental consanguinity was notrelated.
The examination disclosed crural paraparesis, global
hyperreflexia, spasticity in the dorsiflexion of the feet,
hypoesthesia in the left foot and bilateral positive Babinski
sign. Biopse of muscle is unremarkable. A genetic panel
was collected, showing a genetic variant of uncertain
significance (with “in silico” prediction of pathogenic-
ity) heterozygous mutation in MAG (Myelin Associated
Glycoprotein). Thus, we concluded that our family pre-
sented hereditary spastic paraplegia 75 (HSP - 75) with
cognitive involvement by the MAG gene. Discussion:
Hereditary spastic paraplegias (HSP) are a heterogeneous
group of neurodegenerative diseases and more than 70
genes have been implicated. Although most variant con-
texts occur in an autosomal recessive scenario in HSP75,
previous descriptions (adult-onset spastic paraparesis,
action tremor in the hands, cognitive decline) with an
autosomal dominant inheritance pattern have already
been reported and justify the presented clinical context by
patients. Final Comments: Clinicians should be aware of
the possibility of HSP75 presentation by the MAG gene in
the context of autosomal dominant inheritance.
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Case Presentation: We present a male patient, 42 years-
old, active smoker, without comorbidities. At 38 years of
age, he developed an asymmetrical proximal weakness
in the upper limbs. Over the next 04 years, there was
slowly progressive worsening of weakness in the upper
limbs and evolution to the lower limbs. On neurological
examination, the patient had asymmetric tetraparesis,
with proximal predominance in the upper limbs and distal
predominance in the lower limbs, with grade 2 strength
at arm abduction bilaterally, grade 2 for forearm flexion
and 4 for extension bilaterally, but more prominent on
the right side. Dorsiflexion of the right feet was grade 2,
and 4 on the left. Selective atrophy of the biceps brachii
muscle with sparing of the triceps brachii were remark-
able. Investigation showed serum creatine kinase of 3.033.
Electromyography had a pattern of asymmetric myop-
athy with proximal predominance, nerve conduction
study was normal. Biceps brachii muscle biopsy showed
muscle fibers with intracytoplasmic vacuoles and intra-
cytoplasmic masses, alterations suggestive of metabolic
myopathy. A genetic panel was performed and showed a
homozygous likely pathogenic variantin PNPLA2, ( c.421-
1G>A) consistent with neutral lipid storage disease with
myopathy (NLSDM). Discussion: Neutral lipid storage
disease with myopathy (NLSDM) is a metabolic myopathy,
characterized by the presence of triglyceride-containing
cytoplasmic droplets in leukocytes and in other tissues,
including bone marrow, skin, and muscle. NLSDM is an
autosomal recessive muscle disorder caused by mutations
in the PNPLA2 gene. Usually presents with juvenile-onset
(after the first decade) of slowly progressive proximal mus-
cle weakness with increased serum creatine kinase; distal
muscle weakness may also occur. Multisystem involve-
ment with cardiomyopathy, dyslipidemia, hepatomegaly,
and/or diabetes is present in 20 percent or more of cases.
Our patient had a late onset of weakness and absence of
multisystem involvement, with neurological examination
and complementary work up compatible with metabolic
myopathy due to lipid accumulation. Final Comments:
Until the present date of submission of this report, no
registry was found for the genetic variant c.421-1G>A on
PNPLA2, making this a probably novel pathogenic variant.
Our case study highlights the importance of considering
neutral lipid storage disease for patients with late onset
asymmetric myopathies.
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CHARCOT MARIE-TOOTH DISEASE

(CMT) SUPERIMPOSED ON CHRONIC
INFLAMMATORY DEMYELINATING
POLYRADICULONEUROPATHY (CIDP) IN A
PATIENT WITH A HISTORY OF CHILDHOOD
POLIOMYELITIS: A CASE PRESENTATION

Helen Maia Tavares Andrade, Bruna Franchito
Freire, Adriano Marcelo Silva Filho, Lucas Arone
Belmonte

Pontificia Universidade Catélica de Campinas.
Campinas SP, Brazil

helenmaiatandrade@gmail.com

Case Presentation: A 68-year-old male patient presented
weakness in lower limbs, myalgia, paresthesia in the
feet and hands, initiated 9 months ago, with progressive
worsening. He denied loss of sphincter control, dyspnea,
dysphagia and infections preceding the onset of the
condition. History of childhood poliomyelitis with left
lower limb atrophy. Neurological examination showed
bilateral pes cavus, hammer toes and lower limbs in a
characteristic “inverted champagne bottle” appearance.
The cranial nerves were all intact. Motor examination
showed reduced muscle strength (MRC grades were 4 for
lower limbs and 5 for upper limbs) and hyporeflexia in
upper and lower limbs. Sensory examination revealed a
decreased vibratory sense in the distal lower and in upper
limbs. The coordination test assessment showed ataxic gait
aggravated by closing eyes and dysmetria on the left side.
Cerebrospinal fluid (CSF) revealed albuminocytological
dissociation (leukocytes: 1,56 cell/mm3 and proteins:
116,4 mg/dL). Electroneuromyography demonstrated
a chronic demyelinating sensory-motor polyradiculo-
neuritis associated with a bilateral chronic neuropathic
process, without current denervative activity, in bilateral
myotomes from L2 to S1, consistent with the history of
childhood poliomyelitis. The patient has been submitted
to monthly pulse therapy with methylprednisolone 1g/day
for 5 days, with progressive improvement of the condition.
Discussion: In the first evaluation, the patient has lower
limbs deformities characteristic of CMT, but due to the
presence of progressive loss of muscle strength, the CIDP
hypothesis was raised and corroborated by protein-cyto-
logical dissociation. Although the coexistence of Charcot-
Marie- Tooth disease with CIDP is already established in
the literature, the inflammatory diagnosis superimposed
on the hereditary neuromuscular process is not always
easy. This case was even more challenging from a clinical
and electrophysiological perspective because of the his-
tory of childhood poliomyelitis. Final Comments: This
case presentation highlights the importance of consid-
ering clinical exacerbation of CMT due to the possibility
of superimposed CIDP. The recognition of superimposed
inflammatory neuropathy, although difficult, is of high
clinical importance since with specific treatment the
patient’s clinical condition can be improved.
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DEMYELINATING NEUROPHYSIOLOGICAL
FINDINGS IN FAMILY AMYLOID
POLYNEUROPATHY
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Case Presentation: A 69-year-old man presented with
paraesthesias, significant weight loss, fasciculations and
proximal and distal weakness in the four limbs. His clinical
picture had begun less than a year ago. Physical examina-
tion of the patient showed diffuse arreflexia, thermoalgic
hypoesthesia with dependent length pattern and flaccid
tetraparesis. There was no cranial nerve dysfunction.
Electroneuromyography showed polyradiculoneuropathy
with mixed axonal/demyelinating pattern that met crite-
ria for chronic inflammatory demyelinating polyradicu-
loneuropathy (CIDP). Cerebral spinal fluid did not show
significant albuminocytological dissociation. The patient
underwent intravenous corticosteroid therapy with meth-
ylprednisolone, without satisfactory clinical response.
He was then submitted to a genetic panel of neuromus-
cular diseases, which identified the Ile127Val mutation,
known to be pathogenic for transthyretin family amyloid
polyneuropathy (TTR-FAP). Discussion: Although the
typical neurophysiological finding of TTR-FAP is axonal
sensory-motor polyneuropathy, itis common to observe
heterogeneous patterns of presentation in electroneuro-
myography. There are reports in the literature of clinical
and nerurophysiological presentations that mimic CIDP.
Demyelination findings are probably secondary to axonal
degeneration. Final Comments: The variability of TTR-
FAP manifestations may delay it’s diagnosis, which may
directly compromise the indication of treatment for these
patients. In these cases, knowledge about the neurophys-
iological findings of FAP can be used as an auxiliary tool
in the differential diagnosis.
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REFRACTORY RE-THYMECTOMY AND
IMMUNOTHERAPY IN MYASTHENIA GRAVIS:
CASE PRESENTATION

André Teixeira Souza Castro, Ronaldo Maciel Dias,
Andre Gustavo Fonseca Ferreira, Ernane Pires
Maciel, Wagner Afonso Teixeira, Rodrigo Torres Sena
Pita, Robercon Alves Carmo, Fernanda Sousa Lima,
Larissa Lucas Schloika, Carolina Flores Welker
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Case Presentation: A 41-year-old patient, female, pre-
viously healthy, presented to this service in 2017 with a
myasthenic syndrome, referring progressive bulbar mus-
culature weakness associated with bilateral ptosis without
fatigability maneuver, being later diagnosed with myas-
thenia gravis (Osserman Classification Illa). In clinical-ra-
diological evaluation (CT), a mass with 60 cm® of volume
was identified in the anterior mediastinum, and subse-
quent histopathological analysis of Thymoma (Masaoka
1) was associated with the positivity of Anti-AChR (1,28).
She has been refractory to traditional therapy methods,
like using glucocorticoids, Intravenous Immunoglobulin
(IVIG), and acetylcholinesterase inhibitors in optimized
dosage, keeping the progression of symptoms and being
at risk of hypercapnic respiratory failure. As a result of
recent scientific evidence regarding the surgical benefit
of thymectomy in these select patients, she underwent a
Video-assisted Thoracoscopic Surgery (VATS) to remove
the mass. However, despite IV pulse therapy and the mea-
sures previously adopted, the patient continued to experi-
ence progressive clinical worsening, requiring a definitive
airway proper to hypoxemia and carbon dioxide narcosis.
Due to the recurrence of the disease, it required immuno-
therapy with Rituximab, Cyclophosphamide, and a second
surgical re-approach for a new removal of the recurrent
mass. Since then, there has been partial improvement in
fatigability control through this second investigation of
ectopic secretion of anti-AchR. Discussion: Myasthenia
gravis is a neuromuscular transmission disorder result-
ing from the binding of autoantibodies to components
of the neuromuscular junction (NM]J), most commonly
the acetylcholine receptor (AChR). These autoantibodies
are directly responsible for the pathological change in the
endplate - being dependent on CD4+ T and B cells. It is
characterized by fatigable muscle weakness, with a vari-
able course with a tendency to progress to distal muscles.
A particular subpopulation is restricted to ocular and
facial manifestations. Other autoantibodies involved are
anti-MuSK and anti-LRP4, acting on proteins responsible
for maintaining the NMJ and on the ability to emitaction
potentials at the endplate, respectively. Final Comments:
In this presentation, we describe a patient with refractory
Myasthenia gravis, leaving the usual pattern of clinical
control and suggesting the importance of the thymus in
the pathophysiology.
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RESISTANT MYASTHENIA GRAVIS WITH
RITUXIMAB AND RE-THYMECTOMY
APPROACH: CASE PRESENTATION

André Teixeira Souza Castro, Ronaldo Maciel Dias,
André Gustavo Fonseca Ferreira, Ernane Pires
Maciel, Wagner Afonso Teixeira, Rodrigo Torres Sena
Pita, Robercon Alves Carmo, Fernanda Sousa Lima,
Larissa Lucas Schloika, Carolina Flores Welker

Hospital de Base do Distrito Federal.HBDF
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Case Presentation: A 32-year-old patient, female, previ-
ously healthy, presented to this service in 2016, implying
bulbar musculature weakness with dysphagia and dys-
arthria. Due to the fatigability pattern of bulbar muscu-
lature, there was a diagnostic suspicion for Myasthenia
gravis, which was later confirmed by humoral dosage of
anti-AchR (61) with negative anti-MusK. Subsequently,
despite optimizing measures adopted, such as Intravenous
Methylprednisolone (IVMP) pulse therapy, acetylcholin-
esterase inhibitors, and Intravenous Immunoglobulin
(IVIG), the patient presented progressive clinical wors-
ening with consequent respiratory failure suitably to dia-
phragmatic loss (Osserman Classification V). Therefore,
properly to refractoriness of previous measures, spe-
cialists recommended a Video-assisted Thoracoscopic
Surgery (VATS) excision and histopathological anal-
ysis of the thymus, as it is associated with possible
humoral hypersecretion and consequent development
of cross-reactions and autoimmune lesions. As a result,
the Immunohistochemical Profile (IP) evidenced thymic
hyperplasia without atypia. However, after the procedure,
the patient remained with muscle fatigability requiring
clinical control through Azathioprine and immunother-
apy with Rituximab - since there is no availability of the
monoclonal antibody Eculizumab at our disposal. Then,
we proposed a second approach to investigate ectopic tis-
sue with complete resection of pericardial and mediastinal
fat. The analysis showed a small aggregate of lymphoid
tissue in re-thymectomy. Since then, the patient has had
adequate clinical therapy, maintaining optimized doses
according to guidelines for fatigability control. Discussion:
Myasthenia gravis is a neuromuscular transmission dis-
order resulting from the binding of autoantibodies to
components of the neuromuscular junction (NMJ), most
commonly the acetylcholine receptor (AChR). These auto-
antibodies are directly responsible for the pathological
change in the endplate - being dependent on CD4+ T
and B cells. Multicentric trials recommend a sternotomy
approach with en bloc resection of all mediastinal tissue.
This occurs due to microscopic thymic components that
are not macroscopically identifiable. A focused and con-
servative approach remains in question. Final Comments:
In this presentation, we describe a patient with resistant
Myasthenia gravis, leaving the usual pattern of clinical
control and suggesting the importance of the thymus in
the pathophysiology.
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RITUXIMAB THERAPY IN THE TREATMENT
OF STIFF-PERSON SYNDROME: A CASE
PRESENTATIONS SERIES
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Pereira Sales Oliveira, Isabela Corréa Samper,
Laura de Lourdes Cardoso e Silva, Gabriela Tomés
Alves, Leonardo Peixoto Garcia, Joao Paulo Moreira
Fernandes, Jodo Augusto Nunes Vitorino, Diogo
Fernandes dos Santos

Universidade Federal de Uberlandia. Uberlandia
MG, Brazil
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Case Presentation: Stiff-person syndrome (SPS) is char-
acterized by a huge axial and proximal members stiffness
associated with spasms. Treatment is basically symptom-
atic, based on the use of benzodiazepines and baclofen
as the main therapeutic interventions. However, there are
few studies that describe the benefit of using immunosup-
pressants in this condition. Case 1: A 30-year-old female
patient complained of low back pain radiating to the lower
limbs and frequent falling episodes. She presented a clau-
dicating gait, hypertonia of the paravertebral, abdominal
and lower limb muscles. After using benzodiazepines, the
patientreported a partial improvement of symptoms, but
maintained hypertonia and mild pain. Anti-GAD serol-
ogy showed high titers. With immunoglobulin therapy,
ambulation has improved, but falls and painful stiffness
persisted. She was then treated with infusions of rituximab
every 6 months. After 2 years, she reports improvement
of symptoms and life quality, resuming the practices of
their activities of daily living. Case 2: A 43-year-old female
patient complained of pain in the lower limbs, limiting
stiffness and recurrent seizures. She presented hypertonia
of paravertebral musculature and high titers of anti-GAD.
She had already been unsuccessfully treated with immu-
noglobulin. During 2 years she was treated with benzodi-
azepines and presented clinical instability with sporadic
seizures and no important recovery from the symptoms.
After rituximab therapy with infusions every 6 months,
there was a significant clinical and life quality improve-
ment. Case 3: A 46-year-old male patient complained of
lumbar and lower limbs pain, limitation of movement,
frequent epileptic seizures. He presented hypertonia of
the paravertebral muscles and lumbar lordosis. Anti-
GAD titers showed elevated values. After unsuccessful
immunoglobulin therapy, he underwent infusions of rit-
uximab interspersed over 6 months. There was a recovery
of motricity and stiffness and complete cessation of pain,
contributing to functional improvement and resumption
in the practice of their work activities. Discussion: Most
common type of SPS is associated with the presence of
anti-GAD impairing the GABA function. Rituximab is a
monoclonal antibody against CD20, expressed on the
surface of B cells. Its use in SPS is still a recent approach.
Final Comments: Rituximab may be a benefit drug option
in SPS treatment. However, these reports show partial
results, requiring long-term follow-up.
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RECIDIVED THYMOLIPOMA APPROACH

FOR MYASTHENIA GRAVIS FATIGABILITY
CONTROL: CASE PRESENTATION

André Teixeira Souza Castro, Ronaldo Maciel Dias,
André Gustavo Fonseca Ferreira, Ernane Pires
Maciel, Wagner Afonso Teixeira, Rodrigo Torres Sena
Pita, Robercon Alves Carmo, Fernanda Sousa Lima,
Larissa Lucas Schloika, Carolina Flores Welker
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Case Presentation: A 26-year-old woman presented to
our Neurologic Emergency Department, referring uni-
lateral ptosis and dysphagia associated with fatigability
of shoulder girdle muscle compartment as a myasthenic
syndrome was hypothesized. Lately, neurophysiologic
study with Electromyoneurography (EMNG) and humoral
analysis of autoantibodies has been positive (anti-AchR
1,0 nmol/L), suggesting autoimmune Myasthenia gravis
diagnosis. Despite using Immunomodulators such as
Azathioprine, Glucocorticoid therapy, Therapeutic Plasma
Exchange (TPE) and Intravenous Immunoglobulin (IVIG)
in addition to pyridostigmine, the patient remained with
the breakthrough symptoms (Osserman Classification IV)
and specialists proposed a thymectomy while an attempt
to control the ectopic secretion of antibodies. The patient
underwent the mediastinal mass removal (12 x 10 x 2.5
cm) with posterior histopathological analysis of disclosed
thymic gland tissues with an abundant mature adipose tis-
sue, suggesting a rare neoplasm thymolipoma, considered
a possible factor with humoral discharge. After surgical
excision, there was partial maintenance of symptoms for
acertain period, with recurrence of the tumor evidenced
by a CT scan approximately 04 years after the procedure,
performing a re-thymectomy proposal through thora-
coscopy approach for clinical control. Thenceforth, she
has moderate fatigability with immunotherapy, avoiding
clinical decompensation such as diaphragmatic loss in
myasthenic crisis. Discussion: Myasthenia gravis (MG)
isaneuromuscular transmission disorder resulting from
the binding of autoantibodies to components of the neu-
romuscular junction (NMJ), most commonly the ace-
tylcholine receptor (AChR). These autoantibodies are
directly responsible for the pathological change in the
endplate - being dependent on CD4+ T and B cells. The
incidence of Thymolipoma is around 0.12 out of 100.000
cases per year, including 34 documented cases reporting
the association between Myasthenia gravis and this spe-
cific tumor. The exact mechanisms remain unclear; how-
ever, there is guidance for en bloc resection of all anterior
mediastinal tissue in order to symptomatic control. Final
Comments: In this presentation, we describe a patient
with refractory Myasthenia gravis, leaving the usual pattern
of clinical control and suggesting the importance of the
thymus in the pathophysiology. However, the complete
remission rate of symptoms needs further studies for a
reliable conclusion.
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VAMP1-RELATED PRESYNAPTIC
CONGENITAL MYASTHENIC SYNDROME

Alulin Tacio Quadros Santos Monteiro Fonseca,
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Filho, Acary Souza Bulle Oliveira
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Case Presentation: 21-year-old male, resident in along-
stay institution for patients with cerebral palsy since the
age of 5 months. Abandoned by his mother and with no
information about his father or family history. There are
no reports of problems during pregnancy or childbirth. At
5months of age, clinical evaluation showed microcephaly
(-2.5SD), global hypotonia, with decreased spontaneous
movement of limbs, proximal and distal, with semiflex-
ion of the wrists. CK was normal. The patient needed
nocturnal BiPAP and exclusive G-tube feeding.Initial
diagnosis was congenital myopathy. Muscle biopsy was
performed at 3 years of age and showed increased variation
infiber size, type I and type II fiber atrophy, with rounded
fibers and slight increase in endomysial connective tis-
sue. In an evaluation at 11 years of age, hypotonia and
global muscle hypotrophy were observed, with proximal
and distal muscle weakness (MRC grade 3 and grade 2,
respectively). Deep tendon reflexes were absent. There
were contractures on the knees, wrists, fourth and fifth
fingers, with thoracic kyphosis, everted ankles, and flat
feet. The face had a myopathic appearance with a high-
arched palate. Ophthalmoparesis was predominant in
vertical gaze but became global with the progression of
the condition. Dysarthria was severe with barely intelligi-
ble speech. Molecular panel for neuromuscular diseases
was performed at 19 years of age which demonstrated
a homozygous nonsense variant in the VAMP1 gene
(c.97C>T; p.Arg33*). Electromyography (EMG) demon-
strated increased insertional activity, with fibrillations
and positive sharp waves, as well as markedly polyphasic
motor unit action potentials, with reduced recruitment
and interference pattern. The above findings suggested a
severe motor neuropathy, but a muscle ultrasound showed
ahyperechogenic pattern, without marked muscle atro-
phy, suggesting that a severe neuromuscular dysfunction
may be responsible for the loss of CMAP amplitude and
EMG changes. Pyridostigmine was then prescribed up to
a dose of 300 mg/day. Improvement after the drug treat-
ment appeared to be slight, with a mild improvement in
the movement of the upper limbs and voice turned outa
little louder. VAMP1-associated presynaptic CMS s arare
form of disease from a group that is already uncommon.
All cases appear to be consistent with severe congenital
muscle weakness and hypotonia, with facial and bulbar
involvement, and early feeding difficulties. Some patients
responds to pyridostigmine.

Doencas Neuromusculares

CENTRONUCLEAR MYOPATHY: CASE
PRESENTATION
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Case Presentation: Female, 47-year-old, previously
healthy, started at age 23 with a condition of distal, pro-
gressive and mild weakness in the lower limbs, with
stumbling and falls, but without limitations in activities of
dailyliving. After the age 0f 40, she began to have difficulty
climbing stairs and getting up from chairs, in addition to
being unable to carry bags or purses anymore. No report of
bulbar symptoms. Past history: no comorbidities. Family
history: mother and younger brother (40 years old) with
similar neurological picture. Neurological examination
shows mild eyelid ptosis, especially on the right. facial
diparesis. Divergent strabismus evident in the right eye.
Muscle strength by the Medical Research Council Scale
demonstrating grade 4 in the upper and lower limbs
distally, Grade 3 in foot dorsiflexion and grade 4 in flex-
ion. Grade 4 quadriceps and bilateral gluteus medius.
Muscle hypotonia. Grade 1 deep reflexes globally except
for abolished Achilles reflexes, bilateral Achilles tendon
retraction, bilateral cutaneous-plantar flexion reflex.
No winged scapula. Absence of myotonic phenomena.
Sensitivity preserved. Myopathic gait, not walking on
tiptoes and heels. Laboratory tests demonstrate CPK at
normal levels. ENMG (2021): signs of primary muscle fiber
involvement, associated with signs of active denervation
in most motor units examined, predominantly proximal
and lower limbs.Genetic Testing: Identified heterozygous
pathogenic variant DNM2 ¢.1393C>T (p. Arg465Trp).
Discussion: Mutations in the DNM2 gene lead to con-
genital centronuclear myopathy (CCM) and two forms of
Charcot-Marie-Tooth (CMT) in the autosomal dominant
form. NCM manifests as a disorder of progressive deteri-
oration and delays in motor milestones, facial and gen-
eralized muscle weakness, ptosis, and ophthalmoplegia.
Some patients also develop pes cavus before experiencing
symptomatic muscle weakness. CNM patients with DNM2
mutations had mild axonal neuropathy, which may or
may not have reduced motor conduction velocities. Final
Comments: This case illustrates a patient with late-onset
and slowly progressive Centronuclear Myopathy, associ-
ated with pes cavus and global hyporeflexia, with normal
levels of CPK, ENMG with myopathic pattern and con-
firmed by genetic testing.
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PROGRESSIVE ENCEPHALOMYELITIS
WITH RIGIDITY AND MYOCLONUS (PERM)
MIMICKING SEPSIS IN STIFF-PERSON
SYNDROME
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Case Presentation: A 65-year-old female patient, pre-
viously diagnosed with anti-GAD positive Stiff Person
Syndrome (SPS), on treatment with monthly corticoste-
roid cycles, was seen due to a complaint of pustular skin
lesions after completion of the last methylpredisolone
infusion. She was treated with topical corticosteroid
and anti-histaminic agents, but with no improvement
was observed. About three weeks later, she developed
high fever, confusion, prostration, and worsening of
generalized muscle stiffness. Physical examination upon
admission evinced significant limb stiffness and to dif-
fuse papular lesions in the pelvic region, dorsum, and
buttocks, with associated hyperemia. She was admit-
ted with a hypothesis of sepsis of cutaneous focus, and
empirical antibiotic therapy was initiated. Laboratory
tests showed worsening of the renal function and mild
leukocytosis. The patient evolved with generalized ton-
ic-clonic seizures, worsening of hyperthermia, presenting
atemperature of 41 Celsius degree, despite the use of high
dose antipyretics, in parallel with decreased level of con-
sciousness, requiring orotracheal intubation. Antibiotic
therapy was optimized to cover central nervous system
infection, but all infectious screening with blood cultures,
cerebrospinal fluid analysis, and chest and abdominal
imaging tests were negative. White blood cell count and
C-reactive protein were within normal limits, although
he persisted with hyperthermia maintained between 39
and 40 degrees. Considering infectious causes excluded
as the etiology of the decompensation, it was decided
to schedule immunotherapy treatment considering the
diagnosis of Progressive Encephalomyelitis with Rigidity
and Myoclonus (PERM), and the patient underwent
plasmapheresis with marked and clinical improvement.
Final Comments: PERM is a rare SPS spectrum disorder
characterized by severe prognosis and high mortality.
Clinical manifestation include level of consciousness
impairment, dysautonomia and brainstem dysfunction
along with typical SPS phenomenom. Diagnosing PERM
might be challenging, since some of these manifestations
may overlap with other more commom diseases, such as
infections. Neurologists should be aware of PERM as it is
a potentially treatable condition; patients often improve
with aggressive immunotherapy.
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CASE PRESENTATION BILATERAL
GASTROCNEMIUS MYOSITIS ASSOCIATED
WITH INFLUENZA-LIKE SYMPTOMS
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Gabriel Angelo Garute Zenatti, Angelo Marcelo
Wosniacki Filho, Eduarda Basso Badalotti, Lucas
Victoy Guimaraes Zengo, Marcia Bernadon, Vinicius
Slongo Buhler, Maria Eduarda Dall'Oglio Whitaker
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Case Presentation: The patient is a 34 year old male of
previous good health. It was his second day of symptoms
when he went to the doctor complaining of headache,
sore throat, body ache and fever. The oropharynx had a
diffuse hyperemia and exudates at the tonsillar crypts.
The patient was discharged with Amoxicillin for 7 days,
symptomatic medication and diagnosed with acute ton-
sillitis. Three days later he returned with loss of strength in
arms and legs, also feeling better from the odynophagia
and body pains. At the neurological examination nothing
pathological was found just as the cranial CT. The patient
was Hospitalized and alumbar puncture was performed,
theliquor analysis had non pathological signs. All the lab-
oratorial routine exams didn’t show any abnormalities.
On the second day of Hospitalization an increase of the
pain was noticed on bilateral calf muscles. Prednisone
was initiated, 60mg/day, more exams were requested,
and the discrepancy was on CPK levels (1.166,4) and ANF
(anti-nuclear factor) titulation 1/160. The day after the
patient was dismissed without any neurological deficits
and complaints, the final diagnosis was bilateral gastroc-
nemius myositis. Discussion: Our case was probably an
IAM (Influenza-Associated Myositis), that disease was
defined as follows: Virologically proven influenza or
influenza-like illness plus clinical evidence for localized
myalgia plus elevation of serum creatine phosphokinase
(CPK) or abnormal muscle biopsy. Acute myositis has
been reported as an pediatric exclusive disease, normally
with symptoms like painful oedema of leg muscles in the
days following a viral illness. Calf muscles were the only
muscles affected in the cases reported in the past. The
incidence is higher in boys, muscle symptoms usually
begin 3 days following influenza symptom onset, with
pain in one or both calves and difficulty walking being
the most common complaints. Among cases of IAM, in
? of cases, the calf muscles were affected alone, and ? of
cases occurred in multiple muscular groups in addition
to the calf muscles. Treatment is symptomatic, as myositis
is self-limited, usually resolving within a mean of 3 days.
Final Comments: Our case of IAM behaved differently
from previous published reports, specially because of the
age of the patient reported. So, it is a study that expands
the definition for the general population, being not an
exclusive pediatric disease and should be on the list of
differential diagnosis on muscular disorders.
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PROGRESSIVE MUSCLE WEAKNESS AND
DYSPHAGIA IN AN ELDERLY PATIENT:
CHLOROQUINE MYOPATHY

Matheus Compart Hemerly, Larissa Peres Delgado,
Beatriz Gioppo Betini, Helder de Lima Ribeiro, Andre
Cleriston Jose dos Santos, Ana Beatriz Gongalves
Zanovello, Wilson Marques Junior, Claudia Ferreira
da Rosa Sobreira

Hospital das Clinicas da Faculdade de Medicina de
Ribeirao Preto. Ribeirdo Preto SP, Brazil

matheuscompart@hotmail.com

Case Presentation: A 70 years-old woman sought medi-
cal care due to unintentional weight loss of 10 to 15kg in
2 months. There was progressive weakness, dysphagia
and dysphonia. She had been treated for gastric cancer
and arthritis and was under the use of chloroquine, nor-
triptyline, desvenlafaxine and a combined formula of
indomethacin, prednisone and famotidine. Neurological
examination disclosed generalized muscle wasting and
weakness, with marked involvement of proximal, axial
and bulbar muscles. CK was elevated. Investigation for
paraneoplastic syndrome was normal. She was admitted
to our Hospital to receive clinical and nutritional care and
complete the investigation. The EMG showed increased
spontaneous activity at rest and findings consistent with
a myopathic pattern. The muscle biopsy showed a vac-
uolar myopathy with autophagic vacuoles. A hypothesis
of toxic myopathy due to chronic chloroquine use was
made. Medication was discontinued and, although in
intensive care, the patient evolved with multiple clinical
complications and death. Discussion: Chloroquine is a
drug used worldwide for treatment of malaria, and as
an immunomodulator to treat a variety of inflammatory
disorders. It has a high affinity to some cellular compart-
ments, resulting in abnormalities of lysosomal function
and autophagy, as chloroquine remains sequestered
into those organelles after chemical modifications due
to the acid pH. The cumulative effect can be deleterious
to skeletal muscle, which can have a spectrum of clinical
presentations. There is a predilection for axial, proximal
limb, bulbar, respiratory, and cardiac muscles. The mor-
bidity is high, even after drug discontinuation, although
some patients may improve. In our case, there was arapid
evolution to multiple organ dysfunction with respiratory
failure secondary to her severe clinical condition. Final
Comments: The skeletal muscle is a highly vascularized
tissue and, thus, susceptible to the toxic effects of vari-
ous substances, including a variety of therapeutic drugs.
Although rare, chloroquine myopathy can resultin marked
morbidity and potential mortality if not accurately and
promptly diagnosed. The nonspecific clinical manifesta-
tions, specially when occurring in the elderly population,
may contribute to a misleading diagnosis. In our patient,
the muscle biopsy was a crucial tool to characterize the
skeletal muscle involvement and attribute chloroquine
toxicity as a preponderant factor in her muscle disease.
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INCLUSION BODY MYOPATHY AND
FRONTOTEMPORAL DEMENTIA DUE TO VCP
GENE MUTATION: CASE PRESENTATION
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