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284 - The epidemiology of
congenital syphilis in Sao Paulo:
a public health problem with
neurological sequelae

Fernanda Cristina Poscai Ribeiro', Natd Nascimento de Jesus Graca',
Adriana Gibotti'

'School of Medicine, Universidade do Oeste Paulista (UNOESTE), Guarujd
(SP), Brazil.

Introduction: Syphilis is an infectious disease that has vertical transmission.
If left untreated, it can lead to severe neurological problems, seizures, cerebral
palsy, mental retardation, and learning problems in the baby.

Objective: To carry out epidemiological investigations to monitor cases of
syphilis and treat infected pregnant women early.

Methods: This study statistically analyzes and describes the cases of congeni-
tal syphilis in Sdo Paulo between 2010 and 2020 through data obtained by the
Information System of Notifiable Diseases (SINAN).

Results: The total number of cases of syphilis during pregnancy was 81,401
and 30,665 (37.67%) evolved to congenital syphilis. From 2010 to 2020, the
percentage change in the number of annual cases was 169.94%. Among the
metropolitan regions, Sdo Paulo had the highest incidence (55.67%).
The mother diagnosis occurred during prenatal care in 59.59% of cases;
At the time of delivery or curettage: 33.19%; after delivery: 4.67% Ignored/
blank: 2.26%; Regarding skin color/ethnicity there is 18.36% (ignored in the
research); White: 44.13%; Black: 4.26%; Yellow: 0.16%; Brown: 32.87%; Indig-
enous: 0.19%. Data on the mother’s education show that 22.09% have in-
complete elementary school; 10.93% completed elementary school; 13.19%
have incomplete secondary education; 19.58% have completed second-
ary education; 1.06% have incomplete higher education and 1.18% have
completed higher education; Ignored/blank: 30.79%. The data found that
17.34% did not realize prenatal care. Besides, 66.88% of partners did not real-
ize treatment.

Conclusion: Cases of congenital syphilis are associated with lower ma-
ternal education, and white and brown skin color, thus being associated
with greater social vulnerability. The growing increase in cases of congeni-
tal syphilis shows a public health problem and failures in prenatal care and
treatment follow-up.

290 - Chronic daily headache after
COVID-19: a prospective cohort study

Larissa Clementino Leite de Sa Carvalho, Priscila Aparecida da
Silva?, Pedro Augusto Sampaio Rocha Filho'?

'Oswaldo Cruz University Hospital, Universidade de Pernambuco (UPE),
Recife (PE), Brazil.

2Universidade Federal de Pernambuco (UFPE), Recife (PE), Brazil.

Introduction: Headache may persist beyond the acute phase of coronavirus
disease 2019 (COVID-19). Little is known about the frequency and impact of
this persistent headache and the incidence of chronic daily headache (CDH).
Objectives: To evaluate the incidence, risk factors, characteristics and impact
of CDH in patients with COVID-19.

Design: This is a prospective cohort study.

Methods: In the first stage, 288 patients were interviewed by telephone after
the acute phase of COVID-19. In this phase, 199 patients who had headache
were re-interviewed at least one year after COVID-19. Headache that persisted
beyond the acute phase and had a frequency of 45 days or more in the first
three months was considered as CDH.

Results: 123 patients were included, 56.1% were women, median age 50 (41;
58) years. Median time between the acute phase of COVID-19 and the inter-
view: 804 (739; 892) days. Headache persisted beyond the acute phase COV-
ID-191in 52%. 20.3% had CDH. Those with previous headache and more severe
headache in the acute phase had a higher risk of developing CDH. The group
with CHD had more women, higher headache impact, higher frequency of
headache in the first 3 months after COVID-19, more persistence of headache
after 120 days of COVID-19, and less pulsatile headache when compared to
those whose headache persisted.

Conclusion: The incidence of CDH after COVID-19 was 20.3%. This headache
had a negative impact on the lives of these individuals. The presence of previ-
ous headache and higher intensity of headache were associated with a higher
risk of CDH.

294 - Clinical and epidemiological
baseline characterization of
dementia cases in a specialized

center in Recife, Brazil

Ana Rosa Santana', Victor Ting Po Chy', Victor Mendes da Silva',
Priscila Aparecida da Silva', Alberto Henrique Torres Trindade

da Silva’, Mariana Gongalves Maciel Pinheiro’, Victor de Moraes
Chagas', Bruno Henrique Carneiro Costa’, Luisa Couceiro de
Albuquerque Macedo’, Jodo Pedro Matos de Santana’,

Breno José Alencar Pires Barbosa'

'Academic Area of Neuropsychiatry, Centro de Ciéncias Médicas (CCM),
Universidade Federal de Pernambuco (UFPE) — Recife (PE) Brazil.

Introduction: Population aging has been considered the main risk factor for
the development of dementia globally. In low- and middle-income countries
such as Brazil, the projections are for expressive numbers due to poor socio-
economic conditions. However, the epidemiological profile of dementias in
Brazil is still little known due to the scarcity of studies, especially in the north-
east of the country, where poverty and illiteracy are severe.

Design: Retrospective and descriptive study of data obtained from a compre-
hensive review of medical records.

Methods: Records of cases treated between 2018 and 2021 were examined,
cases that did not have information in the medical record were excluded from
the study.

Results: 128 medical records were analyzed, 109 of which met inclusion cri-
teria. 57.8% of patients were male with a mean age of 65.3 years. 38.4% of the
sample had less than 8 years of formal education and 15.1% were illiterate. Un-
skilled manual labor was the occupation type in 50% of the sample. The mean
baseline Mini-Mental State Examination score was 16.88. Alzheimer’s Disease
(AD) was the most frequent diagnosis (37%) mostly in a moderate (22%) to ad-
vanced stage (20%) of dementia. 32% of all cases met criteria for mixed forms
of Dementia. Frontotemporal Dementia (14%), Lewy Body’s Disease (6%) and
Pure Vascular Dementia (6%) were also reported. 69.7% of our sample under-
went magnetic resonance imaging and 24% also had access to molecular
imaging methods.
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Conclusion: The degree of dementia of the examined cases caught our
attention, most of them in a moderate or advanced stage, probably relat-
ed to the time patients wait for care at a specialized center. Such bias may
also explain the high frequency of non-AD pathologies in the sample,
in contrast to data from the general population. With the limitation of
its descriptive and retrospective design, the present study represents an
important initiative towards characterizing data of Dementia in north-
eastern Brazil.

295 - Allostatic load measures in
elderly subjects with mild cognitive
impairment and subjective
cognitive decline: a cross-sectional
analysis

Breno José Alencar Pires Barbosa', Maria Clara Ferreira Jesus’,
Maira Okada de Oliveira’, Luciana Cassimiro’, Isabella B. Avolio’,
Eduardo Sturzeneker Trés', Conrado Regis Borges',

Thiago Bezerra Moraes Teixeira', Juliana Nery Souza-Talarico’,
Sonia Maria Dozzi Brucki’

"Hospital das Clinicas HCFMUSP, Faculdade de Medicina, Universidade
de Séo Paulo, Séo Paulo (SP), Brazil.

Introduction: Several studies suggest that chronic stress and persistently
high levels of cortisol are related to cognitive dysfunction and neurodegen-
eration. The Brazilian Memory and Aging Study (BRAMS) is a research initia-
tive for the longitudinal follow-up of individuals in a tertiary center specialized
memory outpatient clinic.

Objective: The present study aimed to investigate the relationship between
markers of chronic stress and cognitive status in BRAMS, making comparisons
between participants classified as controls, subjective cognitive decline (SCD)
and mild cognitive impairment (MCI)

Methods: Cross-sectional study with a subgroup analysis of the BRAMS co-
hort, in which individuals aged > 60 years had access to a comprehensive
neuropsychological classification, clinical, imaging and laboratory mea-
sures. The allostatic load index (AL) was measured through anthropometric,
endocrinological, cardiovascular, metabolic and inflammatory markers of
chronic stress.

Results: 77 participants were evaluated, of which 65 met the inclusion criteria.
The mean age was 70.2 (+6.01) years, with 72% being female and 11 years
of schooling (interquartile range 7-15). 42 subjects were classified as MCl, 15
as SCD and 8 as controls. There was a significant difference between waist/
hip ratio (0.94 in the MCI group versus 0,88 in the SCD group, P = 0.03) and
in the measurement of the weighted AL index considering individuals in the
extremes values of cortisol (36.9% in the MCl group versus 27.2% in the SCD
group, P = 0.04). In the multivariate analysis, higher education was associated
with reduced risk of MCl.

Conclusion: The present work probably represents one of the first research
initiatives to address measures of chronic stress beyond cortisol in elderly par-
ticipants diagnosed with SCD and MCI, with increased AL in the MCI group.
Due to the cross-sectional nature of the study, the associations found do not
allow inferring causality between the measures, which need further validation
in the longitudinal follow-up of the participants.

296 - The effects of early intervention
on autism spectrum disorder
prognosis: a narrative review

Jackson Frederico Pires’, Caroline Cajuela Grattdo', Regiane Maria
Ribeiro Gomes'

'School of Medicine, Universidade Nove de Julho (UNINOVE), Bauru (SP),
Brazil.

Introduction: Autism Spectrum Disorder (ASD) is a multifactorial neurode-
velopmental disorder that manifests itself in a classic triad that comprises
communication, social interaction and the execution of stereotyped repeti-
tive behaviors. The current estimate is that for every three detected cases
of ASD, there are two undiagnosed cases that reach adulthood without ad-
equate treatment.

Objectives: To investigate the impacts of early intervention (El) on the prog-
nosis of patients with ASD.

Methods: It's a narrative review of literature in the PubMed and ScienceDirect
databases, using the descriptors: "Autism Spectrum Disorder”, “early interven-
tion"and “prognosis” registered in DeCS/MeSH, and using the Boolean opera-
tor AND. The inclusion criteria were: articles published in English, between
2013 and 2023. After analyzing titles, abstracts and full text, we selected 23
articles and included 17 additional studies.

Results: The average age for ASD diagnosis is around 4 to 5 years old, al-
though the ideal age for diagnosis is around 2 years old. The use of specific
screening and diagnostic methods enabled a reduction in the age at diag-
nosis by at least 2 years. Therapies inspired by Applied Behavior Analysis and
the TEACCH model were the most effective for El. Children diagnosed early,
after intervention, demonstrated better cognition and language, in addition
to a reduction in stereotyped behaviors and required less ongoing support at
school than late-diagnosed children. Parental participation in therapies was
significant for success.

Conclusion: EI positively influences the prognosis of ASD. The use of appro-
priate screening instruments and the training of professionals can favor early
diagnosis and El, especially in regions lacking specialists. Low sampling and the
interference of external factors are relevant limitations of the studies found.

302 - Evidence and affects in
Duchenne muscular dystrophy in
children and Golden Retriever dogs

Marco Antonio Rodrigues Gomes de Oliveira’, Isaura Maria
Mesquita Prado’
'Universidade de Séo Paulo, Séo Paulo (SP), Brazil.

Introduction: Progressive muscular dystrophies differ in different ways due
to their age of manifestation, the distribution of muscle weakness and the
association of heart, central nervous system and peripheral nervous system.
The most severe and common form of muscular dystrophies is Duchenne
muscular dystrophy (DMD). Its involvement is 1/3500 male babies born alive
and is attributed to 80% of cases of dystrophinopathies. The impairment of
the dystrophin-glycoprotein complex in Becker and Duchenne dystrophies,
in most congenital and girdle dystrophies, destruction of the sarcolemmal
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muscle fiber occurs, releasing muscle serum enzymes. Its characteristics are
defined by clinical, histological and electromyographic criteria. The symptoms
result from the weakness of the skeletal, cardiac and visceral muscles; progres-
sively worsen; histological changes include muscle degeneration and regen-
eration, without evidence of abnormal storage of any metabolic; the disease
is heritable, even without familial reports.

Objectives: To compare the evidence and manifestations of DMD in humans
in relation to Golden Retriever dogs with muscular dystrophy (GRMD), from
breeders from Seattle-USA, named Canil GRMD — Brasil from the Department
of Anatomy of the Faculty of Veterinary Medicine and Zootechnics of the Uni-
versidade de Séo Paulo.

Conclusion: The model that most resembles humans are dogs, in terms of
clinical and pathological aspects of muscular dystrophy. Golden Retriever
dogs (GRMD) are genetically homologous to humans, and their histological
lesions are identical to patients with DMD. GRMD dogs have been character-
ized as an ideal model for studies of the pathological and genetic mecha-
nisms of DMD, as well as therapeutic trials.

305 - Eladocagene exuparvovec
gene therapy improves motor
development in patients

with aromatic L-amino acid

decarboxylase deficiency

Paul Wuh-Liang Hwu', Agathe Roubertie', Yin-Hsiu Chien’,
Ni-Chung Lee’, Antonia Wang', Alexis Russell', Pedro Eugenio
Pachelli', Luciana Giugliani', Andressa Federhen’, Chun-Hwei Tai'
"National Taiwan University Hospital, Zhongzheng District, Taipei City,
Taiwan.

Introduction: Aromatic L-amino acid decarboxylase (AADC) deficiency is
caused by mutations in the DDC gene reducing AADC enzyme activity caus-
ing motor and neurodevelopmental impairments.

Objectives: Evaluate clinical outcomes in children with AADC treated with
Eladocagene exuparvovec, recombinant adeno-associated viral vector sero-
type 2 carrying the coding sequence for AADC enzyme.

Methods: Therapy was infused bilaterally in the putamina of 30 patients aged
18-102 months receiving 1.8 X 10" vg (n=21) or 2.4 x 10" vg (n = 9) followed
for up to 120 months assessed using PDMS-2 key motor milestones including
head control (partial or full), sitting (supported or independently), standing
(with/away from support; up from cross-legged position), and walking (with/
without assistance; 10 feet; taped line). Motor milestones were measured ev-
ery 3 months for 1 year following gene therapy, then every 6-12 months for
< 120 months. Data extracted on January 4, 2022.

Results: At baseline, no patients had mastered head control or more advanced
milestones. At year 1 of follow-up, patients were gaining the following skills (n):
partial head control (26); full head control (15), sitting unassisted (7), supported
standing (2). Progression of development was noted at years 5 and 10. By year
5 of follow-up, more advanced milestones were achieved (n): full head control
(24), sitting unassisted (21) assisted walking (5), walking 10 feet (3), or walking
upstairs (3). These abilities were maintained for as long as 10 years.
Conclusion: The data indicate that eladocagene exuparvovec can provide a du-
rable, positive impact on motor development in patients with AADC deficiency.

313 - Alexia without agraphia, case
report

Jodo Paulo Barile', Andreas Batista Schelp’, Davi Vargas
Freitas Teixeira', Sonia Maria Cesar de Azevedo Silva’,
Ana Luisa Rosas Sarmento'

'Instituto de Assisténcia Médica ao Servidor Publico Estadual
(IAMSPE),Séo Paulo (SP), Brazil.

Introduction: Alexia Without Agrafia (AWA) is a syndrome in which the patient
loses the ability to read while maintaining the ability to write. It's described in
strokes in the territory of the left posterior cerebral artery (PCA) and is usually
accompanied by right homonymous hemianopia (HH) or color anomy.

Case presentation: Male, 66 years old, complete higher education, right-
handed, woke up two days ago with difficulty orienting himself, bumping
into objects, visual difficulty in right hemifields. Neurological examination:
preserved naming (when presented through sensory means other than vi-
sual), fluency, comprehension and writing, but inability to read, anomie for
colors, HH on the right (R). CT Skull: hypoattenuating at occipital-temporal
region left (L), in addition areas of encephalomalacia in the R occipital-tem-
poral. Electrocardiogram: atrial fibrillation. US Doppler Carotid: no significant
stenoses. Magnetic Resonance Imaging (MRI) Skull and Angio-MRI arterial
phase: recent ischemia in the L occipital lobe and in L temporal lobe, in-
volvement of splenium of the corpus callosum (CC), diffusion restriction and
hypersignal in T2 and FLAIR (Fluid-Attenuated Inversion Recovery); previous
ischemic lesion in the R temporal-occipital; hypoflow of bilateral PCA distal
branches. Echocardiogram: enlarged L atrium. CT Skull 11 days after ictus
with stability. Hospital discharge with Apixaban 5 mg every 12 hours, return
to the neurology clinic.

Discussion: Lesion in the L occipito-temporal cortex with involvement of the
splenium of CC leads to a disconnection syndrome called AWA. The CC has
fibers that connect the two cerebral hemispheres. The occipital lobe and sple-
nium are supplied by the PCA. In addition, PCA infarction L leads to HH on the
R, thus, visual information (letters) interpreted in the R visual cortex (visual field
L), explaining why the patient can see the letters but not read them.
Conclusion: Strokes are one of the main causes of morbidity. In the topogra-
phy of the left PCA, we observed AWA.

315 - What people diagnosed with
multiple sclerosis in Brazil feel and
how it affects their quality of life
and employment status

Vinicius Eduardo Vergani', Bruna Rocha Silveira’,
Gustavo San Martin Elexpe Cardoso’,
Jean Faber Ferreira de Abreu’, Denis Bernardi Bichuetti’

'Escola Paulista de Medicina (EPM), Universidade Federal de SGo Paulo
(UNIFESP), Séo Paulo (SP), Brazil.

Introduction: Multiple sclerosis (MS) affects between 20 and 40 years of age,
the peak of their productive life, and can cause permanent neurological dis-
ability, which can exert influence on their quality of life, income maintenance
and employment relationship.
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RESUMO DOS TRABALHOS DO X1V CONGRESSO PAULISTA DE NEUROLOGIA

Objectives: To describe symptoms prevalence in a national wide sample of
patients with MS and analyze their impact on quality of life, employment sta-
tus and use of social benefits.

Methods: We performed a cross sectional, online self-reported survey, con-
cerning demographic, clinical data (using validated scales), employment sta-
tus and use of social benefits. The study was approved by the University’s Eth-
ics Committee and carried through an electronic survey sent to the patients
affiliated to Amigos Multiplos pela Esclerose.

Results: 466 patients answered the survey. Median age of onset, current age
and disease duration were 30.2, 40.8 and 10.5 years; median PDDS (Patient
Determined Disease Steps) was 2.5, which indicates minor to moderate dis-
ability; median MS Impact Scale and MS Walking Scale were 31 and 33%,
which denotes minor to moderate quality of life and mobility compromise;
43% of them suffered fatigue and 53% reported not sleeping well. Unem-
ployed patients presented a longer time from symptom onset to diagnosis
and higher disability when compared to employed ones. Furthermore, half of
the unemployed patients are receiving some social benefit, while only 6.8%
of the employed patients.

Conclusion: This study presents symptom prevalence in a national sample
of patients with MS and discloses that those with a diagnosis delay and more
disability have higher percentage of unemployment and use of social ben-
efits. Strategies to improve earlier diagnosis and better treatment plans can
not only reduce patient disability but possibly increase employment retention
and lesser use of social benefits.
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317 - Tolosa Hunt syndrome, case
report

Joéo Paulo Barile', Amanda Freitas Alves', Fernanda Maria
Gongalves de Sousa Moura', Sonia Maria Cesar de Azevedo Silva',
Roberta Arb Saba Rodrigues Pinto'

'Instituto de Assisténcia Médica ao Servidor Publico Estadual (IAMSPE),
Sdo Paulo (SP), Brazil.

Introduction: Tolosa Hunt syndrome (THS) is a rare condition, incidence of
1/1.000.000 case per year, characterized by unilateral painful ophthalmopare-
sis caused by idiopathic inflammation in the cavernous sinus. The oculomotor
nerve is most commonly involved (80%), followed by abducens nerve (70%),
ophthalmic branch of trigeminal nerve (30%), trochlear nerve (29%).

Case presentation: Male, 77 years old, admitted with an acute moderate-in-
tensity orbitofrontal headache on the left, envolving with palpebral ptosis of the
left eye. Neurological examination: complete palpebral ptosis on the left and
ophthalmoplegia of the entire ipsilateral extrinsic ocular musculature. A com-
plete investigation was carried out: metabolic, rheumatological, serological tests
without significant alterations and study of the cerebrospinal fluid with mild
hyperproteinorachia, without pleocytosis. Magnetic resonance imaging (MRI) of
the skull showed thickening of the cavernous sinus on the left, with contrast en-
hancement; Angio-MRI of the Skull and Neck without alterations. Therefore, THS
was diagnosed and treatment with Methylprednisolone 1 g for five days, with
complete improvement of headache and partial improvement of ophthal-
moparesis. The patient was discharged with 60 mg of prednisone orally with
instructions for gradual weaning off, return to the neurology outpatient clinic.
Discussion: THS diagnosis is based on the International Classification of
Headache Disorders: unilateral periorbital headache; granulomatous inflam-
mation of the cavernous sinus, superior orbital fissure or orbit on cranial MRI;
paralysis of one or more of the oculomotor nerves; the headache must pre-
cede the ophthalmoparesis by up to two weeks or appear concomitantly.
The exclusion of secondary causes is essential. Treatment of choice is cortico-

steroids, improvement of headache in the first days, and of ophthalmoparesis
in 2-8 weeks.

Conclusion: Unilateral headache with ipsilateral ophthalmoparesis should
raise the suspicion of THS.

https://doi.org/10.5327/1516-3180.14151.318
318 - Cadasil, atypical and familial
presentation - family case report

Renan legoroff', Rafael Herlan Terceros Vaca', Gustavo Araujo
Pinheiro', Alvaro Marcelo Huchani Huanca', Matheus

Henrique de Souza Coradini’, Leonardo Mariano Inacio Medeiros'
IPEMED/AFYA, Séo Paulo (SP), Brazil.

Introduction: Cerebral autosomal dominant arteriopathy with subcortical
infarcts and leukoencephalopathy (CADASIL), is a non-atherosclerotic, non-
amyloid, hereditary cerebral disease of small vessels and capillaries caused by
mutations in the NOTCH-3 gene located on chromosome 19. The presence
of granular osmophilic material (GOM) deposition in the smooth muscle cells
of vessel walls is the pathological hallmark of arteriopathy in CADASIL. GOM
deposits in the basal lamina of smooth muscle of small vessels are pathogno-
monic for CADASIL. The presence of GOM in capillary blood vessels of the skin
and muscle in biopsy and genetic studies (NOTCH-3 analysis) plays a key diag-
nostic role. Biopsy tests have high specificity (up to 100%) and low sensitivity
(less than 50%). The NOTCH-3 test has been proposed as the primary diag-
nostic approach, allowing detection of 90% of affected individuals. CADASIL
has an estimated prevalence between 2 and 5 in 100,000, and the phenotypic
study demonstrates different clinical symptoms in the course of the disease
within the same family. The average age of onset of clinical symptoms varies
between 48.3 years in men and 52.2 years in women. Characteristic symptoms
of migraine, stroke or TIA (transient ischemic attack), behavioral changes, early
and progressive cognitive changes associated with leukoencephalopathy on
imaging studies. The large association of symptoms often causes the diagno-
sis of CADASIL to be delayed. In this case, we had an association of gait ataxia
within the framework of motor alterations, demonstrating the wide range of
symptomatology of the pathology. This case report presents a familial course
that started outside the most prevalent age group in the studies described
and with an atypical presentation in an affected generation.

Case reports: Case 01: woman, 68 years old, started progressively forgetting
to perform household activities after the age of fifty, associated with primar-
ily generalized myoclonic epileptic seizures, evolving rapidly within five years
to walking apraxia with the use of a wheelchair and tonic-tonic epileptic sei-
zures. bilateral clonic disorders, comprehension aphasia and bradypsychism.
Relatives report previous migraine without chronic aura and REM (rapid eye
movement sleep) sleep behavior disorder (RMSD). On neurological examina-
tion, severe ataxia with bilateral dysdiadochokinesia associated with bilateral
hypometric index-index. Bilateral ROT 4+/4+ with bilateral Hoffman and Babin-
ski signs. MMSS and MMII with FGM 4/5 proximal and distal. Case 02: woman,
36 years old, pastry chef, had episodes of forgetting about everyday activities
of her work, progressive in the last three years (cake recipes, budget accounts,
orders placed) associated with confusion for spatial location on the way home/
work, evolving to apraxia in writing letters and words and difficulty with calcu-
lations associated with monoparesis of the right lower limb for twelve months
with progression to paresis of the lower limbs after six months and evolution
to paresthesia of the upper limbs for three months. Associated with the condi-
tion, he has migraine without chronic aura and RMSD. The neurological ex-
amination showed Mini-Mental State Examination 22/30 (expected score of
29), list of animals in one minute: 09 animals; list of words starting with “F":
03 words; clock test: 2/4; difficulty with calculations and digital agnosia with
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right/left apraxia; Upper limbs: eutrophic, FMG 4/5, bilateral distal; FMG 5/5
bilateral proximal; Lower limbs: eutrophic, bilateral FMG 4/5 distal and proxi-
mal with positive Mingazini; atypical gait with evidenced weakness in heel, toe
and tandem gait; Bilateral dysdiadochokinesia with eumetric, slowed index-
index; ROT 4+/4+ in the right side with positive Hoffman and Babinski signs.
MRI Brain (17/09/2020): extensive area of hypersignal on T2 and FLAIR (T2-
weighted-Fluid-Attenuated Inversion Recovery) involving the periventricular
white matter in all lobes without atrophic or expansive effect; Case 03: woman,
45 years old, started behavioral arrest epileptic seizures at the age of thirty-two,
progressing to focal dysperceptive seizures with progression to bilateral tonic
clonic seizures after eight months and multiple episodes of anterograde am-
nesia, presenting forgetfulness related to everyday work activities (exchanged
worksheets , payments, calculation errors and budgets); associated with the
condition presented migraine without chronic aura and RMSD. Genetic Test
(04/06/2017): Heterozygous alteration in exon 8 of the NOTHC - 3 gene.
Discussion: CADASIL presents a rare cause of cognitive decline and is often over-
looked in diagnosis, except in cases of high clinical suspicion in a familial course.
Access to imaging tests becomes fundamental for the diagnostic segment and
the primordial genetic test for etiological elucidation and family planning, in
the report described the family presentation with the same course of satellite
symptoms (migraine without aura, and RMSD) associated with cognitive altera-
tion with anticipation of age of onset are hallmarks of clinical thinking. Cases de-
scribed in the literature show that the clinical symptomatology is not necessarily
related to the level of brain injury observed in the imaging exam, which could be
explained by personal factors and which exon is affected. The NOTCH-3 gene has
24 exons, in which the literature reports exon 4 as the most common mutation,
followed by 3, 5 and 6, mainly in the Caucasian population. In an Asian popula-
tion, the most affected exon is 4 and 11, which is also found in Italian descen-
dants. The mutation in exon 8, described in the clinical case, is found in a popu-
lation of Portuguese origin, being the second most common mutation in this
nationality, behind the mutation in exon 4. Brain MRI studies have tried to eluci-
date the most affected brain regions, aiming to trace a line of evolution. Involve-
ment of the temporal lobe, external capsule and corpus callosum are described
as probable markers of CADASIL, and can be used as an aid in the diagnosis due
to its specificity of 86% and sensitivity of 89%. Studies also show that the fron-
toparietal area has frequent findings of hyperintensity (100%), followed by the
temporal lobe (83%), less frequently affecting the brainstem, occipital lobe and
cerebellum. Despite the great advances in the specialized literature, the causes
of the important cognitive dysfunction presented in the course of the evolution
of CADASIL remain unclear. However, studies have suggested that the process of
cognitive decline is more related to the loss of cortico-subcortical connections
than to brain atrophy itself, with these disconnections resulting from repeated
transient ischemic accidents. Science has been looking for ways to change the
prognosis of CADASIL, recent studies in gene therapy and neurogenetics show
the importance of thinking about this pathology as a genetic disease of great
importance to change the prognosis of this pathology.
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327 - Diagnostic yield of a NGS
panel in Brazilian patients with
sporadic peripheral neuropathy

Gustavo Manginelli Lamas’, Yves Glauber Silva dos Santos’,
Marcondes Cavalcante Franca Jr'
'Universidade Estadual de Campinas (UNICAMP), Campinas (SP), Brazil.

Introduction: The etiology of sporadic peripheral neuropathy (PN) remains
unclear in a significant proportion of patients. In European and North Ameri-

can surveys, genetic causes have been increasingly recognized in these pa-
tients. Little is known about Latin American populations.

Objective: We assessed the diagnostic yield of a comprehensive next genera-
tion sequencing (NGS) panel in a cohort of Brazilian patients with PN without
family history. Potential predictors of genetic etiology in this group were fur-
ther explored.

Methods: We evaluated 41 consecutive adult patients regularly followed
with PN and 1. Negative family history of PN or other neurological dis-
orders and 2. Unclear etiology despite extensive laboratorial/neurophysi-
ological (Nerve Conduction Study+Electromyography [NCS+EMG]) work-
up. All patients then underwent genetic testing using a comprehensive
(NGS) panel that included 72 genes known to cause PN. Only pathogenic
or likely pathogenic variants according to American College of Medical
Genetics and Genomics criteria were retrieved. For each subject, we re-
corded demographic, clinical and NCS+EMG data. Such variables were
then compared between positive vs negative NGS subgroups using Fisher
exact test (P < 0.05).

Results: Fifteen patients had diagnostic NGS results (8 men, median age
= 43 years old), whereas 26 patients (15 men, median age = 47 years old)
had negative or unconclusive results. Diagnostic yield of the PN panel was
15/41 = 36.5%. Seventeen distinct variants were found in 5 different genes;
PMP22 and SH3TC2 were the most frequently identified. Earlier age of PN
onset (P =0.013), demyelinating pattern on NCS+EMG (P = 0.021) and pres-
ence of distal atrophy on clinical examination (P= 0.043) were associated
with positive NGS results.

Conclusion: A significant proportion of Brazilian patients with sporadic PN
has genetic etiology. NGS emerges as a diagnostically useful tool for idiopathic
PN, particularly when there is earlier age at onset and demyelinating features.
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330 - Prognostic factors related to
mortality in motor neuron disease
at an outpatient care center in
Salvador (BA)

Isabela Mascarenhas de Andrade’, Adriele Ribeiro Franca Viriato'
'Escola Bahiana de Medicina e Satide Pablica (EBMSP), Salvador (BA), Brazil.

Introduction: Motor neuron disease is neurodegenerative and the under-
standing of its prognostic factors is crucial promoting better quality of life for
patients. Epidemiological, clinical and nutritional factors have been described
as influencing disease progression.

Objectives: To describe prognostic factors in patients with Motor Neuron Dis-
ease at a specialized outpacient care center in Bahia.

Methods: This is an observational, and cross-sectional study, carried out by
collecting data from medical records of patients with diagnosis of amyo-
trophic lateral sclerosis (ALS), using forms to acess epidemiology data, clinical
characteristics, and nutritional assessment in the beginning of treatment and
the time of assessment. The time from the first symptoms until the application
of palliative measures was also recorded.

Results: 27 patients were enrolled in the study, 51.8% men and 41.8%
women, with an average age of 55%11.1 years at diagnosis. No patients
were diagnosed with frontotemporal dementia (FTD) and 3.7% had family
history of ALS. Weight loss was observed in 95.8% of patients. Among the
elderly population, 9% were classified as low weight at the first evaluation,
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and 81% were classified as such during data collection. Among the adult
population, 8.3% were classified as malnourished at their first evaluation,
and 27% during data collection. About 81% of the population used some
palliative measure. The time between symptoms these measures were of
32 £ 18.6 months for gastrostomy, 38 £ 41.1 months for AMBU use and 49 +
43.9 months for BiPAP use.

Conclusion: A similar distribution of prognostic factors compared with litera-
ture was observed, with some particularities such as earlier age of onset, low
prevalence of familial ALS and absence of FTD. Significant weight loss was
observed, especially in those with bulbar ALS and in the elderly population,
which is associated with a poor prognosis. Time from symptoms to palliative
measures varied, but was shorter on average in patients with the bulbar form
of the disease.

331 - In vivo assessment of striatal
compartments in patients with
idiopathic upper limb dystonia

Artur José Marques Paulo’, Jeff Waugh?, Joselisa Queirzos de Paiva’,
Jodo Ricardo Sato', Danilo Donizete de Faria®, Vanderci Borges?,
Sonia Maria Azevedo Silva*, Henrique Ballalai de Ferraz?,

Patricia Maria de Carvalho Aguiar’

"Hospital Israelita Albert Einstein (HIAE), Instituto Israelita de Ensino e
Pesquisa (IIEP), Sdo Paulo (SP), Brazil.

2University of Texas Southwestern (UTSW), Texas, United States of
América.

*Universidade Federal de Sao Paulo (UNIFESP), Séo Paulo (SP), Brazil.
*Hospital do Servidor Publico Estadual (HSPE), Séo Paulo (SP), Brazil.

Introduction: The striatum is an essential hub in the motor system associated
with dystonia and other movement disorders. The function of the striosomes
and matrix in motor control is not clear. A recently developed method using
diffusion tensor imaging (DTl) enables us to distinguish compartments of the
striatum, namely matrixes-like and striosomes-like voxels.

Objectives: To access striatal matrix and striosome compartments in patients
with idiopathic upper limb dystonia using diffusion tensor imaging.
Methods: We analyzed 3T magnetic resonance imaging (MRI) images from
26 patients with idiopathic upper limb dystonia aged 43.88 = 11.32 years
(standard deviation, SD; range 19-60) with a mean disease duration of
12.55 = 10.25 years (SD; range 1-25) and healthy controls aged 39.42 +1
1.42 years (SD; range 19-58). The striatum was parcellated by targeting
cortical regions that favored striosomes and matrix-favoring areas. The bi-
lateral striatum was assessed for changes in volume and mean fractional
anisotropy value.

Results: Patients show significant reductions of left Matrix-like voxels volume
relative to controls (P = 0.022), with a moderate effect size (Cohen'’s d = 0.640).
No difference was observed in the right striatum compartments.
Conclusion: By parcellating the striatum into striosome and matrix-like vox-
els, we showed that patients with idiopathic dystonia have a reduced volume
in matrix-like voxels in agreement with anatomopathological findings of
some genetic types of dystonia. Even in non-degenerative dystonias, volume
differences may reflect an imbalance between matrix and striosome signal-
ing, ultimately favoring the direct pathway.

334 - National survey on neurocritical
care education in Brazil:
preliminary data

Thire Baggio Machado Marazzi', Andressa Gomes Niederauer’,
Pedro Vitale Mendes', Gisele Sampaio Silva', Pedro Martins
Pereira Kurtz', Octavio Marques Pontes-Neto'

'Department of Neurology, Universidade de Séo Paulo (USP), Ribeirdo
Preto (SP), Brazil.

Introduction: Neurocritical care (NCC) education involves integrating know!-
edge and skills from various complex areas. While the United States of Ameri-
ca and Europe regulate didactic core training for medical residencies and fel-
lowships, the quantity and the quality of such training in Brazil remain unclear.
Objectives: To understand how NCC training is currently performed in Neu-
rology, Neurosurgery and Intensive Care residencies in Brazil.

Methods: A virtual survey was developed with 27 questions about the exis-
tence, duration, teaching method, quality of supervision and skills required in
NCC training during medical residency. The planned sample was 390 answers.
Results: 120 participants from 41 Institutions and 8 Brazilian states replied.
Median age was 36 years (26-76 years). About 66% were neurologists and
25% intensivists. Of them, 57% had training in NCC, 65% as mandatory rota-
tion, 60% lasting more than 4 weeks, predominantly in the first 2 years of the
course (42 and 45% respectively). Training happened in general Intensive Care
Units (48%) with 5-20 beds (65%) under the supervision of intensivists (66%).
The methodology most used was bedside discussion (98%). Among proce-
dures skills, more than 80% reported having performed central venous cath-
eter insertion, orotracheal intubation and neuroimaging discussion. The least
performed skills were transcranial doppler (21%), electroencephalogram in-
terpretation (20%), neurological multimodal monitoring (25%). It was high-
lighted that after training, few participants feel comfortable with the following
diagnoses: control of intracranial hypertension (48%), spinal cord injury (39%),
care for potential donors (42%), post cardiac arrest care (52%).

Conclusion: NCC education in Brazil is currently heterogeneous and at an
early stage of development. Further studies are necessary to identify areas in
need of improvement and promote advancements in the field.

335 - Bilateral thalamic ischemic
lesion mimicking bickerstaff
brainstem encephalitis - a
potential pitfall

Pedro Henrique Almeida Fraiman', Rafael Tuzino Leite Neves Maffei',
Marcio Pinheiro Lima', Ruan Gambardella Rosalina de Azevedo’,
Jodo Victor Cabral Correia Ferrer', Adriel Régo Barbosa’,

Victor Cardoso de Faria, Gabriel Pinheiro Martins de Almeida e Souza',
Gisele Sampaio Silva'

'Escola Paulista de Medicina (EPM), Universidade Federal de Séo Paulo
(UNIFESP), Séo Paulo (SP), Brazil.

Introduction: Bickerstaff Brainstem Encephalitis (BBE) is a rare immunologic
disorder that often occurs after an infection and is characterized by ataxia,
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external ophthalmoplegia, and consciousness impairment. While it is a known
differential diagnosis for posterior circulation syndromes, this case report
highlights the potential pitfall of misdiagnosing a bilateral thalamic ischemic
lesion as BBE.

Methods: Herein we report a single case based on a retrospective analysis of
the patient’s medical records.

Results: A 58-year-old man was admitted due to progressive incoordi-
nation, unsteadiness, and walking difficulty for seven days. His relatives
reported drowsiness and horizontal bilateral diplopia three days before
admission. His medical past was relevant for mild coronavirus disease 2019
(COVID-19) infection 40 days before neurological symptoms onset, arterial
hypertension, obesity, and untreated obstructive sleep apnea. Neurologi-
cal examination revealed global deep tendon areflexia, axial ataxia, right
eye exotropia, and drowsiness. An initial computed tomography brain
scan was normal, and cerebrospinal fluid analysis revealed cytoalbumino-
logic dissociation (cell count: 2.6/mcL and protein 0.82 g/L). A diagnosis
of suspected BBE was made due to clinical and laboratory findings, and
COVID-19 was identified as a possible trigger. Intravenous Human Immu-
noglobulin (0.4 g/kg.day) for five days was administered. The patient wors-
ened despite the treatment. Alternative causes were therefore evaluated.
Elevated troponin and echocardiogram were compatible with perimyo-
carditis. Brain magnetic resonance imaging revealed a bilateral thalamic
lesion suggesting a ischemic lesion. Percheron artery infarct was suspect-
ed; however, digital angiography was not done due to the patient’s dete-
riorating clinical condition.

Conclusion: BBE is a rare condition that may be mimicked by stroke, espe-
cially in the posterior circulation. As observed in this case, minor laboratory
abnormalities could be a potential pitfall. The presence of risk factors for
cerebrovascular disorders should be considered, even if the onset is gradual
and subacute.
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339 - Stroke in brainstem
topography after wasp sting:

an unusual complication

Caique Alberto Dosualdo’
"Hospital de Base de Séo José do Rio Preto (HB), Séo José do Rio Preto
(SP), Brazil.

Introduction: Insects stings such as wasps and bees are common occurrenc-
es, especially in tropical countries, with local symptoms as the main manifesta-
tion, followed by rarer systemic complications such as severe anaphylactic re-
actions. Very uncommonly, patients may develop neurological manifestations
such as stroke, which may occur by mechanisms that are still poorly studied,
but probably linked to the inflammatory, thrombogenic and vasoactive ven-
om’s characteristics of these arthropods.

Objectives: Report the case of a patient with stroke as a complication after a
wasp sting, developing symptoms of incomplete Wallenberg syndrome.
Methods: The information was obtained by the review of medical records
and from the literature review about this topic.

Results: Through medical record review, we found the history of a previ-
ously independent adult patient for basic activities, who woke up with hy-
poesthesia and tingling sensation at the right limbs, after he having been
stung by a wasp the day before. The patient presented recurrence of these

deficits 3 times within 30 minutes, followed by a pulsatile left hemicranial
headache. After that, he complained of vertigo, nausea and vomiting, as
well as appendicular ataxia to the left, vertical nystagmus, dysarthria and
hypophonia. The patient denied weakness and diplopia. In addition, con-
junctival and palpebral edema, angioedema and infarcted lymph node
next to the sting’s location, were noted. During investigation, a diffusion-
restricted lesion was detected at the left dorsolateral region of the medulla
oblongata, as well as unaltered angiotomography. Finally, angiography
showed maintained permeability of posterior-inferior cerebellar artery and
the other arteries of the posterior circulation, with only a small parietal ir-
regularity in V4 to the left.

Conclusion: Although rare, wasp sting is a possible cause of stroke due to
thrombogenic and vasoactive mechanisms, and may be suspected when pa-
tients present with a temporally compatible history of sting and exclusion of
other causes of stroke.
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341 - Mild cognitive impairment
and early onset Parkinson’s disease:
an observational study

Beatriz Anjos Veiga', Carolina Candeias’, Lorena Barcelos’, Roberta
Saba', Sonia de Azevedo Silva', Henrique Ferraz', Vanderci Borges'
"Universidade Federal de Séo Paulo (UNIFESP), Séo Paulo (SP), Brazil.

Introduction: Early Onset Parkinson’s Disease (EOPD) is defined as an onset
of motor symptoms of Parkinson’s disease (PD) after age 21 years and be-
fore 50 years. According to the Movement Disorder Society, PD Mild Cogni-
tive Impairment (PD-MCI) can be defined as performing 1-2 standard devia-
tions (SD) below appropriate norms in at least two neuropsychological tests
within the commonly affected domains in PD (i.e, attention and working
memory, language, executive function, visuospatial, and memory) in the
absence of significant interference with functional independence. People
with EOPD face unique challenges compared with those with late-onset PD
since they potentially have more active roles in society and a longer time
horizon of disease.

Objectives: We aimed to establish the PD-MCI frequency in EOPD patients
and to define which subdomains were compromised in our patients.
Methods: 69 EOPD patients underwent an assessment including Mini-Mental
State Examination, Frontal Assessment Battery, Clock Drawing Test, Hopkins
Verbal Learning Test-Revised (HVLT-R), Trail Making Test A and B, Forward Digit
Span and Backward Digit Span, Stroop Test, Beck Depressive Inventory, UP-
DRS-3, UPDRS-4, HY and UDysRS.

Results: The median (interquartile range [IQR]) age at PD onset was 43 years
(23-49), the median (IQR) PD duration was 7 years (2-27), the median (IQR)
LEDD was 800 mg (100-2430). The MCI frequency in this group was 40.6%.
Patients were distributed in two groups (with and without MCl) and the
scores between the groups had significant difference in most cognitive
scales except HVLT-R.

Conclusion: Our study described a high frequency and a profile of MCl in
EOPD patients (attention/working memory and executive function). We sug-
gest that clinicians must search for neuropsychological impairments in EOPD
in order to provide a more comprehensive treatment that includes multidis-
ciplinary interventions.
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342 - Guillain-Barré syndrome
associated with froin syndrome:
case report

Mateus Gustavo Favaro', Caroline Darold Vieira', Renan Barros Lopes',
Giulia Ximenes Verdi', Tulio Maranh&o Neto', Tissiana Marques de Haes'
'Faculdade de Medicina FMUSE Universidade de Séo Paulo, RibeirGo
Preto (SP), Brazil.

Case report: A 31-year-old man was referred to our service after experi-
encing paresthesia, followed by distal weakness in both his feet and hands.
These symptoms occurred 20 days after the administration of the fourth dose
of the ChAdOx-1 COVID vaccine. A lumbar puncture was performed, which
showed remarkably thick cerebrospinal fluid (CSF). Biochemical analysis of
the CSF revealed 920 mg/dL of protein and a white cell count of 7.3/mm?.
An electromyography (EMG) was performed, which was compatible with the
diagnosis of Guillain-Barré Syndrome (GBS). The patient was treated with in-
travenous immune globulin and showed clinical improvement. One month
later, he experienced a recurrence of symptoms and underwent a new EMG,
which again showed motor nerve conduction blocks. A new lumbar puncture
was performed, and a thick fluid was obtained, with a protein concentration
of 804 mg/dL. CSF flow blockage was suspected and the patient underwent
a suboccipital puncture, which showed a more watery CSF, with a protein
concentration of 227 mg/dL. A spinal magnetic resonance was performed,
revealing an arachnoid web at the T3-T4 level. GBS relapse was presumed
and the patient was treated with five sessions of therapeutic apheresis, which
improved his strength and sensory symptoms.

Discussion: Blockage of CSF circulation at the spinal level can produce fluid
with abnormally high levels of protein, which in this case was a confounding
factor during the clinical investigation.

Conclusion: We report a case of concurrent GBS and spinal block, which led
to abnormally high CSF protein levels during lumbar puncture, causing diag-
nostic ambiguity during the investigation.

344 - Case report: ischemic stroke
in a young woman

Jordana Gaudie Gurian', Maria Ondina Machado Diniz',
Amanda Nascimento Bispo', Aline Boaventura Ferreira’,
Fernando Elias Borges', Marco Tulio Araujo Pedatella’
"Hospital Estadual Dr. Alberto Rassi (HGG), Goiania (GO), Brazil.

Introduction: Ischemic stroke is responsible for about 62% of all stroke cases.
The lifetime risk of having a stroke is approximately 25%. Worldwide, stroke is
one of the leading causes of mortality and disability. The causes are diverse,
and the etiology must always be investigated in order to initiate specific treat-
ment and adequate prophylaxis.

Objectives: To report a case of ischemic stroke in a young woman after bron-
choscopy with endotracheal tube replacement on an elective basis.
Methods: Information was obtained through clinical follow-up in a neurol-
ogy ward.

Results: Patient, female, 27 years old, married, brown, with a history of poly-

trauma in 2015, after a bicycle accident, with the need for hospitalization in
the intensive care unit, remaining intubated for nine days. Neurosurgical in-
tervention was not necessary. The patient was discharged without any device,
remaining functional, but two months later, she evolved with dyspnea, being
diagnosed with tracheal stenosis, thus, a tracheostomy was necessary. In an
outpatient routine, she was hospitalized for endotracheal tube replacement
in October 2022. In the immediate postoperative period, she presented desat-
uration, requiring orotracheal intubation, sedation and breathing on mechan-
ical ventilation. As she woke up weakly after ceasing sedation, a neurological
investigation was initiated, being diagnosed with multiple areas of ischemic
infarcts and identifying patent foramen ovale (PFO), moderate-grade para-
doxical transseptal shunt as the most likely cause of the ischemic stroke.
Conclusion: Young patient with PFO submitted to mechanical ventilation, af-
ter an elective procedure, evolving with worsening of the right-to-left shunt,
resulting in ischemic stroke with a high degree of disability.

345 - Epidemiologic review: an
analysis of the incidence of botulism
in southeast Brazil from 2011-2021

Pedro Vitor Ferreira Rodrigues', Amanda Pereira Sindeaux Pinheiro’,
Raoni de Oliveira da Silva Domingues’, Leonardo José Rodrigues
de Aratjo Melo', Céssia Caroline Aguiar da Ponte'

'"Universidade Federal do Ceard (UFC), Fortaleza (CE), Brazil.

Introduction: Botulism is a rare life-threatening condition caused by Clostrid-
ium Botulinum bacteria toxins, which attack the various parts of the nervous
system, like nerves, spinal cord and brain, causing symptoms, like dry mouth,
facial weakness, trouble breathing and, in the worst cases, even paralysis. Be-
ing, for all the risks that this disease represents, a very important object of
study and observation.

Objectives: Analyze the epidemiological profile of confirmed cases of botu-
lism in the Southeast region of the country during the years 2011-2021.
Methods: This work was made using the data, from the Information System
for Notifiable Diseases of the Information Department of the Unified Health
System of Brazil, about the botulism. The data has been selected to represent
only the 4 states, Sao Paulo (SP), Rio de Janeiro (RJ), Minas Gerais (MG) and
Espirito Santo (ES), of the southeast region.

Results: The Brazil had 60 cases of botulism in the analyzed period, with 41.5%
of them being in the Southeast region. SP had the most cases in the region
with 56% of them, followed by MG with 24% and by RJ with 20%. No cases
have been reported in ES. 92% of the reports were foodborne botulism show-
ing an absolute prevalence of this spread form. With a deviation of £1.35 in
the botulism cases over the years. Among those diagnosed, 48% were women
and 52% men. Still, 56% of the people were white.

Conclusion: With the data collected, it is possible to perceive a stable wave of
incidence throughout the entire period, with major regional distortions. In ad-
dition, the overwhelming prevalence of the foodborne form of the disease
is noticeable. however, due to the small number of cases, much of the data
suffer from poor sampling and therefore may be biased, such as gender and
race data, thus requiring more longitudinal studies to reach relevant numbers
for this type of analysis.
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346 - Case report: stiff Person
syndrome

Jordana Gaudie Gurian', Maria Ondina Machado Diniz',
Amanda Nascimento Bispo', Aline Boaventura Ferreira’,
Fernando Elias Borges', Ane Cristina Dunck’

"Hospital Estadual Dr. Alberto Rassi (HGG), Goidnia (GO), Brazil.

Introduction: The rigid person syndrome is rare, characterized by blockade
of the GAD enzyme, responsible for inhibiting muscle contraction. Although it
is not mandatory for the diagnosis, most patients are positive for Anti-GAD.
Objectives: To report a case of rigid person syndrome seen at Hospital Geral
de Goiania.

Methods: Information was obtained through clinical follow-up in a neurology
ward and outpatient clinic.

Results: Patient, female, 32 years old, complaining of paresthesia ascending
to upper limbs, worsening over a period of six months with paresis with gait
impairment, increased tone and muscle spasms. Patient with multiple consul-
tations with a neurologist and psychiatrist, using polypharmacy. During hos-
pitalization, the patient reported severe pain in the limbs. On examination,
she had grade 3 strength and quadrisegmental hypertonia with intermittent
periods of generalized spasm, exacerbated during periods of greater anxiety.
Hypothesis of rigid person syndrome was raised and anti-GAD 1,680 results
were obtained. The patient responded well with high doses of diazepam, ba-
clofen and pregabalin.

Conclusion: The case represents a definitive diagnosis of rigid person syn-
drome, a rare pathology that affects 1-2 patients per 1,000,000, mainly fe-
males. This study contributes to future research in this area since knowledge
in this area is still scarce.

347 - Literature review: the efficacy
of mirror therapy in patients with
phantom limb pain

Pedro Vitor Ferreira Rodrigues', Amanda Pereira Sindeaux Pinheiro’,
Raoni de Oliveira da Silva Domingues’, Leonardo José Rodrigues
de Aratjo Melo', Francisco Luciano Honério Barreto Cavalcante’
"Universidade Federal do Ceard (UFC), Fortaleza (CE), Brazil.

Introduction: Phantom Limb Pain (PLP) is a common symptom after an am-
putation, affecting more than 80% of the people who experience this proce-
dure. The mirror therapy, based on a reflective illusion is a hopeful possible
treatment for this condition, as it tricks the brain to believe that the ampu-
tated member is still there, allowing for pain management.

Objectives: The objective of this literature review is to search through clini-
cal trials in order to collect data to relate the efficacy of Mirror Therapy in the
treatment of the pain condition on PLP, establishing the possible reduction
of the pain and the duration of the improvements caused by the procedure.
Methods: This review was made using the descriptors “Phantom Limb pain’,
“Mirror Therapy” and “Phantom Limb Syndrome” on the PubMed and New
England Journal of Medicine advanced search mechanisms. The selected ran-
domized Controlled trials totaled in 10, composed of articles from the last 16
years that fit the research’s purpose.

Results: 9 out of the 10 trials used on this research showed improvement

in the subjective pain of the patients on short term with the use of Mirror
Therapy in both arms or legs. Some studies had even 100% of the patients
with reductions on pain intensity, among a total pain reduction in the Vi-
sual Analogue Scale between 30% to 87% of improvement in all the trials.
However, was not possible to determine the maintenance of this effect on
along term.

Conclusion: As the first experiments of mirror therapy demonstrate, the treat-
ment seems to have good efficacy in the reduction of the pain on the PLP
condition, but there is still a need for more research to determine the extent
of the improvements on a longer schedule and it was not possible to create a
consensus over the total efficacy of the procedure due to the different types
of amputation and the low number of patients in each trial.

350 - Cerebral watershed infarct
as the first manifestation of
systemic lupus erythematosus and
antiphospholipid syndrome

Izadora Vieira Bolzani Lopes Lima', Marco Tulio Medina Montoya',
Nadson Bruno Santos’, Sabrina Vechini Gouvéa', Rodrigo da
Rocha Jorge’, Allison Pugliesi', Lucas Castro Mendes’,

Simone Appenzeller', Wagner Mauad Avelar’

'"Universidade Estadual de Campinas (UNICAMP), Campinas (SP), Brazil.

Introduction: Cerebral watershed infarcts are strokes that affect regions sup-
plied by two main arterial territories. It is usually related to hemodynamic
compromise or hypercoagulable state as noted in antiphospholipid syn-
drome. We present a case of a young patient, who developed this type of
stroke as the initial manifestation of antiphospholipid syndrome (APS) and
systemic lupus erythematosus (SLE).

Objectives: To report an unusual case of watershed zone stroke in the con-
text of APS and SLE.

Case report: A previously healthy 15-year-old male patient presented fever
and myalgia followed by dropped head and quadriparesis, which progres-
sively worsened in the next five days. Initial neurological examination re-
vealed quadriparesis, predominantly in the proximal muscles MRC grade |l
with hypertonia and pyramidal signs. Brain magnetic resonance imaging
evidenced acute internal borderzone infarct in the territories of the anterior
cerebral artery, and middle cerebral artery, bilaterally. Vessel wall imaging
and cerebrospinal fluid showed no evidence of vasculitis. Computed tomog-
raphy angiography revealed no large vessel occlusion, aneurysm or dissec-
tion, but showed right sigmoid sinus thrombosis. Laboratory tests revealed
pancytopenia(hemoglobin 8,9; white blood cell 3510, 580 lymphocytes and
71.000 platelets) with positive direct Coombs, complement consumption,
elevated erythrocyte sedimentation rate (47 mm/1* hour), positive anti-ds-
DNA (>1:1280), anti-SSA and anti-SM-RNP. The Lupus anticoagulant, anti-be-
ta2GPl and anticardiolipin antibodies were positive, filling laboratorial criteria
for SLE and APS. Transthoracic and transesophagic echocardiography were
unremarkable. The patient was treated with high-dose corticosteroids (1.5 g
methylprednisolone in three days) and anticoagulants, presenting a progres-
sive recovery of strength.

Conclusion: This case report reasures the important correlation between
borderzone infarcts and hypercoagulable states. Antiphospholipid syndrome
must be always remembered in these patients.
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351 - Atypical case of Wilson'’s
disease presenting with unusual
neuroimage features

Mayhara Rosany da Silva Santiago’, Ana Caroline Paiva Simedo',
Heloisy Maria Nunes Galvéao', Miriam Carvalho Soares’, Igor de
Oliveira', Pedro Nogueira Fontana', Renata Amaral Andrade’
"Neurology Department, Hospital Peldpidas Silveira (HPS), Recife (PE), Brazil.

Introduction: Wilson's disease (WD) is a rare autosomal recessive disorder re-
sulting in hepatic and neurological symptoms. Uncommon presentations are
prone to diagnostic and treatment delay.

Objectives: Describe an atypical case of WD and improve clinicians aware-
ness.

Case report: A 19 years-old male presented to us with seizures and upper
limb tremor in the past three years, evolving to torsion-like movements in
limbs and trunk. He was unable to open his eyes and had severe dysphagia.
There was no consanguinity, perinatal complications or neurodevelopmental
delay. Examination revealed generalized dystonia, blepharospasm, retrocollis,
dysarthria, trismus, right hemiparesis and marked muscle wasting; there was
a gray halo around both irises. The patient was bedridden and severely de-
pendent. Magnetic resonance imaging (MRI) showed T2/FLAIR (T2-weighted-
Fluid-Attenuated Inversion Recovery) hyperintense lesions in the left hemi-
sphere, basal ganglia and cerebellar peduncles. Laboratory workup revealed
low ceruloplasmin levels (< 8 mg/dL; range: 16-45), serum copper of 44.2
mcg/dL (range: 70-140). A diffuse increased echogenicity was described in
liver ultrasound. The patient had no clinical or laboratorial evidence of liver
damage. Due to presumed Kayser-Fleisher rings, movement disorders and
MRI findings, WD was suspected. Genetic test revealed two variants in the AT-
B7B gene, probably a compound heterozygosity. Having a final Leipzig score
of 7, WD diagnosis was established.

Conclusion: WD may present with cortico-subcortical involvement. Hepat-
ic subclinical involvement may delay WD diagnosis. It is important to have a
high index of suspicion for WD in any movement disorder in young people. In
order to prevent treatment delay and severe neurologic sequel, neurologists
should be aware about atypical clinical and radiological presentations of this
treatable disease.

353 - Disease associated with anti-
MOG antibody: a case report

Julia de Oliveira Chagas’, Giovanna Alice de Oliveira Silva’,
Fernanda Mathias Rabelo Peixoto’, Isadora Azevedo
Cardeliquio Cantarelli', Maycon Melo Lopes'

"Universidade do Vale do Sapucai (UNIVAS), Pouso Alegre (MG), Brazil.

Introduction: Anti-MOG Antibody Associated Disease (MOGAD) is an au-
toimmune neurological condition with antibodies directed against the
myelin glycoprotein of oligodendrocytes, with a monophasic or relapsing
course. Symptoms include optic neuritis (ON), transverse myelitis, cerebral,
brainstem, and cerebellar dysfunction. The diagnosis is based on the clinical
picture and complementary exams, mainly the anti-MOG antibody. Treat-
ment involves, in the acute phase, pulse with corticosteroids, plasmapher-
esis and, especially in children, immunoglobulin, and in the chronic phase

(recurrent course), immunosuppressants, immunobiologicals and, especial-
ly in children, monthly immunoglobulin.

Obijectives: To report a case of MOGAD.

Methods: Review of medical records and brief literature review.

Results: A 16-year-old male patient started with headache and fever, and the
next day, low visual acuity (LVA) in the right eye (RE) with gradual worsen-
ing, and after two weeks, amaurosis in the RE and LVA in the left eye (LE).
He received methylprednisolone pulse for five days, with improvement. Af-
ter three weeks, he presented a new bilateral LVA, with amaurosis in the LE.
Opted for new pulse therapy. Relevant findings included cerebrospinal fluid
(CSF) with 15 cells, absence of oligoclonal bands in blood and CSF, neuraxial
magnetic resonance Imaging with extensive bilateral ON affecting up to the
optic chiasm, with gadolinium enhancement, and perineuritis. After results of
non-reactive antiaquaporin 4 and reactive serum antiMOG, the diagnosis of
MOGAD was confirmed, prednisone was maintained and azathioprine was
prescribed. There was complete visual recovery afterwards.

Conclusion: This case sheds light on the diagnosis of an uncommon demy-
elinating disease that is MOGAD, however, a condition that should be remem-
bered as one of the differential diagnoses of ON, especially in patients with
atypical ON and in children.

356 - Vertebral arterial dissection
in a young patient, case report

Maria Ondina Machado Diniz', Jordana Gaudie Gurian’,
Amanda Nascimento Bispo', Aline Boaventura Ferreira’,
Paulo Sérgio Machado Diniz', Marco Tulio Araujo Pedatella’
"Hospital Estadual Dr. Alberto Rassi (HGG), Goidnia (GO), Brazil.

Introduction: Cervical artery dissection accounts for 1-2% of all ischemic
strokes and is a common cause of stroke in young people, in which it rep-
resents 10-25%. Some studies have reported an increased risk of stroke in
patients who present with a dissection, with most occurring soon after the
onset of symptoms.

Objectives: To report a case of Vertebral Arterial Dissection in a young patient
after Direct Trauma, treated at the Hospital Geral de Goidnia.

Methods: Information was obtained through clinical follow-up in a Neurol-
ogy ward and outpatient clinic.

Results: Patient, female, 45 years old, reports direct trauma in the right cervi-
cal, frontal and left occipital regions. After one day, he suddenly presented
right hemiparesis, right peripheral facial paresis, diplopia, vertigo and nausea,
dysarthria. On examination, right horizontal gaze palsy, diplopia, right pe-
ripheral facial paresis, right curtain sign, tongue deviation to the left. Com-
plete hemiparesis provided grade 3 on the right, tetrasegmental hyperreflexia,
Trommer, Hoffman and Babinski on the right. Evidenced on Brain Magnetic
Resonance Imaging recent ischemia in the base and pontine tegment lower
right and higher left. Cervical Magnetic Resonance Angiography with signs of
dissection of segment V3 of the Right Vertebral Artery. Antiplatelets therapy
was proposed, evolving with good recovery of the deficits.

Conclusion: The literature shows that patients with arterial dissection have
head or neck pain, stroke and Horner's syndrome. Vertebral artery dissec-
tion is believed to be a multifactorial process, intrinsic factors present in the
setting of an exacerbating extrinsic factor (low-speed car accident, direct
trauma, heavy lifting, or a rotational sports injury). As for therapy, more re-
search is needed, there is no evidence of superiority of anticoagulation or
antiplatelets therapy.
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357 - Pseudotumoral demyelinating
lesion in a teenager, case report

Maria Ondina Machado Diniz', Jordana Gaudie Gurian', Amanda
Nascimento Bispo', Aline Boaventura Ferreira', Mariana Moreira
da Silva', Paulo Sérgio Machado Diniz', Fernando Elias Borges'
"Hospital Estadual Dr. Alberto Rassi (HGG), Goidnia (GO), Brazil.

Introduction: Pseudotumor lesions are an atypical presentation of demyelin-
ating diseases, commonly associated with Multiple Sclerosis (MS) of different
varieties (Balo, Schilder and Marburg) and occasionally linked to other demy-
elinating processes, such as MOGAD, ADEM and NMOSD. Estimated preva-
lence of three cases per million per inhabitant and occurrence of 1.4-8.2% in
patients with MS.

Obijectives: To report a case of Pseudotumoral Demyelinating Lesion (PDL) in
a teenager, attended at the General Hospital of Goidnia.

Methods: Information obtained through clinical follow-up in a Neurology ward.
Results: Male, 14 years old, onset of seizures 40 days ago. Ten days ago, he
presented left crural monoparesis. On examination, hemiparesis of left crural
predominance, left hyperreflexia, patellar and plantar clonus, left hemihypo-
esthesia. Normal cerebrospinal fluid (CSF), negative oligoclonal bands and on-
cotic cytology. Brain magnetic resonance imaging (MRI) showed an expansive
cortical and subcortical lesion in the superior frontal gyrus and paracentral
lobe on the right, cingulate gyrus and trunk of the corpus callosum on the
right, with hypersignal on T2/FLAIR (T2-weighted-Fluid-Attenuated Inver-
sion Recovery) and focal areas of gadolinium enhancement, predominantly
subcortical. Spectroscopy increased Choline and reduced peaks of N-Acetyl
Aspartate. The perfusion study showed cold perfusion. Proposed therapy with
high doses of intravenous corticosteroids for five days, with improvement of
the deficit. A control MRI showing partial regression of the lesion after therapy,
therefore the first hypothesis is a PDL.

Conclusion: PDL is a diagnostic challenge, as they mimic tumors and ab-
scesses. Diagnosis based on the combination of clinical evolution, neuroim-
aging, CSF and brain biopsy, when appropriate. Initial treatment with high
doses of intravenous corticosteroids, and most patients has good response.
This case highlights pseudotumoral demyelinating diseases in teenage.

358 - Results obtained with cranial
nerve block in the treatment of
migraine in patients assisted in a
reference hospital

Annelise Akemi Higa Lee’, Renan Barros Domingues'
'Irmandade da Santa Casa de Misericdrdia de Sao Paulo (ISCMSP),
Sdo Paulo (SP), Brazil.

Introduction: The performance of Cranial nerve blocks (CNBs) in migraine
has been increasingly used. CNBs are generally safe and well-tolerated pro-
cedures that can be performed in either emergency or outpatient settings.
There is currently no guideline standardizing CNBs in migraine. In clinical prac-
tice, as well as the few published studies, the results are encouraging, justify-
ing further studies in the area.

Objectives: Evaluate the clinical response, safety and tolerability to the CNBs
performed in patients with diagnostic criteria for migraine accompanying
in the headache clinic in a reference hospital, and evaluate the response
through objective scales (HIT 6 and EVA) evaluating comparatively pre and
after application in a time interval of 60 days.

Methods: Cross-sectional and retrospective observational clinical study in a
convenience sample, in which the response to the CNBs performed in pa-
tients with migraine diagnostic criteria who accompany the headache clinic
in a reference hospital, through the application of objective scales (HIT 6 and
EVA) comparatively evaluating pre and after application in a time interval of
60 days, in the period from January 2021 to July 2022.

Results: There were 15 patients included in the present study. The evaluation
of the averages from EVA and HIT 6 pre and after application was statistically
significant with P < 0.001. Only 6.66% (1) complained of some adverse effect
such as initial insomnia. 93.33% (14) denied any post-application adverse ef-
fect. Unilateral and bilateral application, type of drug used in nerve block and
prophylaxis concomitant also showed statistical relevance in the variation of
the VAS scale.

Conclusion: Despite the limitations and the reduced sample size, restricting
to a more conclusive interpretation, the findings point to a potential thera-
peutic benefit and for the safety of the CNBs, justifying the performance of
more studies in the area in order to create a protocol for the practice of CNBs.

359 - Neurocysticercosis with spinal
cord involvement, case report

Maria Ondina Machado Diniz', Jordana Gaudie Gurian’,
Amanda Nascimento Bispo', Aline Boaventura Ferreira’,
Fernando Elias Borges', Paulo Sergio de Faria’

'"Hospital Estadual Dr. Alberto Rassi (HGG), Goidnia (GO), Brazil.

Introduction: Cysticercosis is caused by the larval stage Taenia solium. Clini-
cal manifestations are divided into neurocysticercosis (intra- or extraparen-
chymal) and extraneural cysticercosis. Despite being an endemic disease in
Brazil, in only 1% of cases it occurs with spinal cord injury. The aim is to report
a case of subarachnoid neurocysticercosis with spinal cord involvement in a
patient at Hospital Geral de Goidnia. Information was obtained through clini-
cal follow-up in a neurology ward.

Case report: Female, 59 years old, patient with initial stabbing back pain
at rest, evolving with lower limb paresthesia and progressing to paraparesis
and paraplegia with urinary and fecal retention. On examination, areflexia in
the lower limbs, Babinski and alteration of proprioception and palesthesia.
On thoracic spine magnetic resonance imaging, the presence of a signal sug-
gesting a subarachnoid blood component in metabolization and loculation
of an anterolateral cystic configuration on the right at T4-T5 level, compress-
ing and displacing the thoracic spinal cord, in addition to an alteration in the
distribution of the roots of the cauda equina adjacent to the medullary cone
with post-contrast intradural radicular enhancement in the equine tail, suspi-
cious findings for arachnoiditis. The patient was urgently referred for neuro-
surgery, which, during the procedure, showed the presence of cysticercus and
also the anatomopathological examination.

Conclusion: Despite being an endemic disease in Brazil, extraparenchymal
neurocysticercosis with spinal cord involvement is rare, and it is necessary to
report itin order to include it in the differential diagnoses of spinal cord diseases.
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360 - Neurosarcoidosis with meningeal
impairment, cranial nerves and
peripheral neuropathy, case report

Maria Ondina Machado Diniz', Jordana Gaudie Gurian’,
Amanda Nascimento Bispo', Aline Boaventura Ferreira’,
Fernando Elias Borges'

"Hospital Estadual Dr. Alberto Rassi (HGG), Goiania (GO), Brazil.

Introduction: Sarcoidosis is an immune-mediated disease in which there is
granulomatous inflammation of the affected organs. Neurosarcoidosis occurs
in 5-10% of all patients with sarcoidosis. Treatment is based on expert opinion
and there are no randomized clinical trials in this regard. The aim is to report a
case of neurosarcoidosis diagnosed at Hospital Geral de Goiania. Information
was obtained through clinical follow-up in a neurology ward.

Case report: Female, 58 years old, reports that three years ago she had pares-
thesia evolving with tetraparesis, rotatory vertigo, holocranial headache radiat-
ing to the neck and worsening with decubitus, hypoacusis, blurred vision and
episodes of horizontal diplopia. On examination, saccadic fragmentation, mild
anisocoria, fundoscopy bilateral papillary blurring and reduced vessel caliber,
hypotonia and hypotrophy, grade 4 tetraparesis, brachial hyporeflexia, crural
areflexia, gait ataxia, heel-knee dysmetria. During hospitalization, she developed
polyuria and severe hyponatremia, water restriction and fludrocortisone were
proposed, followed by prednisone. Brain Magnetic Resonance Imaging raised
the hypothesis of carcinomatosis or an infectious process of the meninges.
Screening for neoplasms was negative. Performed a meningeal biopsy sugges-
tive of amyloidosis. However, evolution was not compatible with amyloidosis.
Reviewed medical records, found axillary lymph node enlargement on chest
computed tomography, performed biopsy, with diagnosis of sarcoidosis.
Conclusion: Neurosarcoidosis is rare and its treatment is based on expert
opinions. The case described represents Neurosarcoidosis with involvement
of the meninges, cranial nerves and peripheral neuropathy, treated with cor-
ticosteroid therapy, with good therapeutic response. This study contributes
to future research in this area, since knowledge related to sarcoidosis is still
scarce and more research is needed.

361 - Case report: amyloidosis

Jordana Gaudie Gurian', Maria Ondina Machado Diniz',
Amanda Nascimento Bispo', Aline Boaventura Ferreira’,
Fernando Elias Borges'

"Hospital Estadual Dr. Alberto Rassi (HGG), Goiania (GO), Brazil.

Introduction: Amyloidosis is caused by the deposition of low molecular
weight proteins in the extracellular space. Amyloid deposits can cause several
clinical manifestations, according to the type, quantity and location, among
them: renal and cardiac failure, neuropathy and joint manifestations. The de-
finitive diagnosis is made by tissue biopsy, showing positivity for Congo red.
Treatment is complex and depends on the type, but includes, for example,
chemotherapy and hematopoietic cell transplantation. The aim is to report a
case of amyloidosis in a patient at Hospital Geral de Goiania. Information was
obtained through clinical follow-up in a neurology ward.

Case report: Male patient, 40 years old, with visual clouding and progression
to bilateral total amaurosis. During the initial neurological investigation, signs
of optic neuritis were found and the patient underwent pulse therapy, with

no improvement. When returning to the neurologist, an Hb of 5 was found,
as well as a significant change in renal function, and he was referred to the
General Hospital of Goiania for investigation. The patient had bilateral amau-
rosis, mydriatic pupils with mild plegia, without other neurological alterations,
however, with systolic murmur, in addition to polyarthritis. Echo: moderate
increase in myocardial thickness. diastolic dysfunction of ve and type 1. Nec-
essary to rule out deposit/infiltrative disease. Due to the persistence of renal
failure and the need to maintain hemodialysis, a renal biopsy was performed,
obtaining positivity for Congo red in the tubules and glomerular wall.
Conclusion: A previously healthy young patient with a subacute clinical pic-
ture was diagnosed with amyloidosis after a confirmatory biopsy. This report
aims to contribute to future studies in this area because it is a disease that is
still little known and needs further studies.

368 - Use of free genetic screening
methods in neurology outpatients
in cuiaba: advantages and
interpretation difficulties

Victor Hugo de Souza Silva Gomes’, Klesia Adaynny Rodrigues’,
Isadora Soares Constantini de Andrade’, Beatriz Fulador’,
Bianca Barbosa Araldi', Bruno Ludvig Vieira Schaeffler’,

Heloise Helena Siqueira’

"Hospital Geral Universitdrio (HG), Cuiabd (MT), Brazil.

Introduction: Medical genetics is increasingly gaining in modern medicine,
through panels that enable the screening and diagnosis of rare diseases, be-
coming an effective ally in determination of some pathologies. In 2021, Invitae
provided of medical outpatient clinics with kits for collecting genetic material
in order to assist the specialist in diagnosing unusual and difficult-to-recog-
nize conditions. In Cuiabd, the residency in Neurology was chosen to host the
use of these methods.

Objectives and methods: List the genetic tests collected through oral swabs
and quantify the diagnoses made, in addition to the difficulty in determining
them due to the technical language used.

Results: In 12 months, 61 samples were collected, however, only 50 were
analyzed. 11 tests were excluded. The analysis identified 30 male, represent-
ing 60% of panels, the average age of total sample was 33.64 years (SD). Re-
ceived results from 20 samples with negative results in search for pathogenic
alleles, while 22 showed only uncertain variants, not being conclusive for any
diagnosis, just implying reproductive risk. Total of exams analyzed, 8 samples
(16%) were positive for pathogenic variants, confirming the diagnosis of rare
diseases and enabling appropriate therapeutic measures, initiation of sup-
portive therapies and familiar guidance. Through this method, two patients
were diagnosed with Spinal Muscular Atrophy type Ill, T with Wilson’s disease
and two others with Niemann-Pick disease type C.

Conclusion: Project ended in mid-2022, with the completion of free access to
diagnoses. We emphasize that in many cases, access to genetic panel was ex-
tremely relevant, helped in the diagnostic direction, making it possible to start
therapies for some patients with potentially treatable diseases. However, we
encountered some difficulties, mainly in the interpretation of results provided
by laboratory, due to extremely technical language and the large amount of
information grouped in text. Conclud that medical genetics is extremely im-
portant in assisting medicals in diagnosis of rare diseases. However, there is
a need for greater access to geneticists as well as genetic tests available in
Brazilian Unified Health System.
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377 - Neurocriptococcosis in an
immunocompetent patient:
a case report

Eliana Meire Melhado’, Leticia Buzzo do Amaral’, Leonardo Estrela
Thomé', Cibele Alexandra Ferro’, Marcelo Freitas Martins’,

Natalia Prando’, Alexandre Haddad de Souza'

'Faculdade de Medicina de Catanduva (FAMECA), Catanduva (SP), Brazil.

Introduction: Cryptococcosis is an infection acquired through the lungs, the
form of central nervous system involvement is neurocriptococcosis. The di-
agnosis is the investigation of yeasts in the cerebrospinal fluid using china
ink. Treatment is amphotericin B and fluconazole. The aim is to report a case
of neurocriptococcosis in an immunocompetent patient. This is a descriptive
study, through the analysis of the medical record.

Case report: Female, 23 years old, healthy, with severe headache for 15 days,
with progressive worsening, neurological examination without changes,
performed skull computed tomography (CT) scan, no changes, cerebrospi-
nal fluid (CSF) examination showed nucleated cells 204, presence of yeast,
Venereal Disease Research Laboratory (VDRL): non-reactive and culture of
Cryptococcus gattii, positive China ink. Magnetic resonance imaging of
the brain showed hypersignal on T2/FLAIR (T2-weighted-Fluid-Attenuated
Inversion Recovery) affecting cortical sulci, encephalic fissures, cerebellar
foliae and pial surface of the brainstem and diffuse leptomeningeal im-
pregnation, volumetric reduction of the supratentorial ventricular system,
suggestive of cerebrospinal fluid hypotension, findings of leptomeningitis,
related to cryptococcosis. Treatment with amphotericin B and fluconazole
was initiated. Patient with onset of focal neurological deficits, amaurosis and
dysarthria. She presented with refractory headache, requiring serial liquoric
punctures for relief of intracranial hypertension. She evolved with instability
and underwent a right ventriculoperitoneal shunt. Postoperatively, he pre-
sented left hemiparesis. Skull CT showed hematoma and emphysema of ad-
jacent extracranial soft tissues; right frontoparietal brain lesion and edema
of adjacent parenchyma. She evolved with clinical instability and died after
61 days of hospitalization.

Conclusion: A pattern of CSF hypotension was shown due to compression of
the frontal horns of the lateral ventricles by the granulomas. There was a need
for ventriculoperitoneal shunt, but patient had fatal complications.

378 - Diagnostic challengein a
middle-aged woman with recurrent
ischemic strokes: a case of primary
central nervous system vasculitis

Yan da Silva Raposo’, Hiago Antunis Silva', Patricia Marques Mendes',
Igor Pereira Matos de Oliveira', Eduardo Mendonca Werneck da Silva',
llana Werneck Augsten', Maycon Melo Lopes'

"Hospital das Clinicas Samuel Libanio (HCSL), Pouso Alegre (MG), Brazil.

Introduction: Primary vasculitides of the central nervous system (CNS)
are rare vascular disorders whose pathophysiology involves inflamma-

tory infiltration exclusively in the vessels of the CNS and clinically without
constitutional symptoms. The aim is to report a case of primary vasculitis
of the CNS. Case report and brief bibliographic review with Health Sci-
ences Descriptors.

Case report: This case portrays a 46-year-old woman with a history of
multiple ischemic strokes. She previously had systemic arterial hyperten-
sion, prediabetes, obesity, and smoking. During follow-up after the sec-
ond ischemic event, a small patent foramen ovale was detected with a
positive microbubble test and the use of edoxaban was chosen. Trans-
thoracic echocardiogram and magnetic resonance angiography of the
cerebral arteries were without relevant changes. However, she recurred
with new neurological deficits three more times. Edoxaban was replaced
by dabigatran. Cerebrospinal fluid analysis was done twice and both
were normal. Cerebral angiography was performed at the time of the
last stroke and revealed suggestive signs of vasculitis. The characteristics
of this case that corroborate the hypothesis of angiitis, to the detriment
of reversible cerebral vasoconstriction syndrome, are the patient’s age,
chronic headache, and focal symptoms not temporally associated with
the headache. Secondary causes of vasculitis have been extensively in-
vestigated with negative results. Intravenous methylprednisolone pulse
therapy was performed for five days. She evolved with progressive im-
provement of the motor deficit. On hospital discharge was prescribed
prednisone and azathioprine.

Conclusion: This report reinforces the importance of investigating CNS vas-
culitis in patients with recurrent ischemic strokes.

379 - Hypopituitarism versus
spontaneous subarachnoid
hemorrhage

Amanda Gabriele Coelho Rodrigues', Ana Cassia Gonzalez dos
Santos Estrela’, Ligia Aurelio Vieira Pianta Tavares’,

Beatriz Trajano Costa da Silva’

'Centro Universitdrio Serra dos Orgéos (UNIFESQ), Teresdpolis (RJ), Brazil,

Introduction: Spontaneous subarachnoid hemorrhage (SAH) is a medical
emergency characterized by bleeding in the subarachnoid space, of non-
traumatic etiology. Studies demonstrate the relationship of HSA in the patho-
genesis of hypopituitarism, which are important due to the need to develop
new therapeutic and diagnostic tools.

Objectives: To highlight hormonal complications after SAH.

Methods: A literature review was carried out in the Scielo and PubMed da-
tabases, using the descriptors: “aneurysmal subarachnoid haemorrhage
mone deficiency”and “hypopituitarism’, limited to articles in English, available
in full and published in the last five years. Twenty-seven articles were found, of
which eight entered the study.

Results: The study indicates that hypopituitarism after SAH is associ-
ated with an unfavorable neurological outcome. Pointing to changes in
gonadotropins in men, with less hair on the face and body, gynecomas-
tia and hypogonadism. Anemia due to decreased erythropoiesis associ-
ated with hypogonadism, growth hormone deficiency associated with
decreased exercise tolerance, increased centripetal fat, and premature
atherosclerosis. Hyperprolactinemia is common in this group of patients

"

hor-

due to interference with dopaminergic inhibition. These hormonal dys-
functions trigger fatigue, headache, mood swings, depression, cognitive
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impairment and inability to perform daily activities in these patients, often
being confused with neurological sequelae resulting from the patient’s
cerebral hemorrhage.

Conclusion: The endocrinological control of patients with SAH is relevant,
due to its uncertain immediate prognosis. Hypopituitarism is a relevant com-
plication, which if identified early on, there is the possibility of hormone re-
placement and improvements in the patient’s quality of life. Knowledge about
the complications of SAH has the role of clarifying not only hypopituitarism,
but also cognitive diseases, contributing to elucidate possible therapeutic tar-
gets, gaps to be investigated on the subject.

380 - Patisiran global open-label
extension study at 36 months:
effect of long-term treatment on
mortality and ambulatory function
in patients with hattr amyloidosis
with polyneuropathy

Jonas Wixner', Mitsuharu Ueda? Wilson Marques Junior?,
Samir Dalia* Seth Arum?, Cecilia Hale®, Patrick Jay?,

Kelley Capocelli®, David Adams®

"Umed University, Umed, Suécia.

’Kumamoto University Hospital, Kumamoto, Japao.

*Faculdade de Medicina FMUSP, Universidade de Séo Paulo, RibeirGo
Preto (SP), Brazil.

“Mercy Clinic Joplin-Oncology and Hematology, Missouri, United States
of América.

SAlnylam Pharmaceuticals, Massachussets, United States of América.
¢APHP, National Reference Center for FAF, Le Kremlin-Bicetre, Franca.

Introduction: Hereditary transthyretin-mediated (hATTR) amyloidosis is a
progressive, fatal disease. Without treatment, patients experience a median
survival of 4.7 years from diagnosis. The effects of long-term treatment with
patisiran are being assessed in the ongoing Global Open-Label Extension
(OLE) study (NCT02510261).

Objectives: To describe 36-month mortality and ambulatory function data in
patients from the Global OLE study.

Methods: Patients were analyzed based on their enrollment in the parent
studies: APOLLO-placebo, APOLLO-patisiran, and Phase 2 OLE. Mortality was
analyzed in patients who received > 1 dose of patisiran in the Global OLE.
Results: At Global OLE baseline, the APOLLO-placebo group had more se-
vere disease, reflecting disease progression while on placebo in the parent
study. At Month 36, mortality was lower in patients who initiated treatment
earlier (APOLLO-patisiran 13.5%; Phase 2 OLE 11.1%) than the APOLLO-place-
bo group (34.7%). In multivariate analysis, NT-proBNP >3.000 ng/L, NYHA > 1
and placebo assignment in the parent study were significant risk factors for
mortality. Greater proportions of patients in the APOLLO-patisiran (55.5%) and
Phase 2 OLE (80.0%) groups stabilized or improved in ambulation compared
to the APOLLO-placebo group (42.9%).

Conclusion: At Month 36 of the Global OLE, survival and the therapeutic ben-
efit of patisiran on ambulatory function were greater in patients who received
patisiran earlier. These results highlight the substantial impact of earlier diag-
nosis and treatment in patients with hATTR amyloidosis with polyneuropathy.

382 - The impact of caregiver
interaction with preschool children
exposed inappropriately to screens
on neurolinguistic development:

a literature review

Guilherme Requido Radel Neto', Nicole Faustino Nasser de Mello’,
Gabriele Paiva da Silva', Tayna Arias Rolim’, Marina de Souza
Pimenta’

"Universidade Anhembi Morumbi, Séo Paulo (SP), Brazil.

Introduction: The first four years of life are critical for neurodevelopment.
The overuse of technology in these first years can impact social and linguistic skills.
Objective: This review investigates the role of social interaction and caregiver
engagement in the neurodevelopment of babies and preschoolers with pre-
mature or excessive screen exposure.

Methods: Searches on digital databases (MEDLINE, Embase, Cochrane, and
LILACS) were performed using the keywords “child’, “preschool’, "neurodevel-
opment”, “child development’, “screen time’, “child behavior’, “social interac-
tion’, “caregivers” and “parents”. Studies were selected using PICO (population,
intervention, control, and outcomes) criteria. After a double-blind screening
of the 31 articles found, 6 studies were included.

Results: Up to 23,168 children aged four years or younger were examined
in the articles analyzed. All studies showed worse language development
with an exposure higher than one hour per day, some of them showing a
dose-response relationship between longer screen time and outcome sever-
ity. Two studies emphasized that prematurely exposing children to screens
before the age of two has a harmful effect. Three studies demonstrated posi-
tive results regarding caregiver co-viewing and orientation during the activ-
ity. The nature of the media, parents’ perception, and exposure during family
meals were ranked as possible factors that can influence language acquisition.
Conclusion: This review highlights the importance of caregiver engage-
ment in promoting neurolinguistic development in babies and preschoolers.
Screen exposure can harm language skills, but conscious consumption with
guidance may mitigate these effects. Exposure before the age of 2 and exces-
sive use (exceeding 1 hour per day) between ages 2-4 can cause the most
harm. Therefore, caregiver supervision and interaction play a crucial role in
fostering optimal neurodevelopment in this population.

383 - Neuroprotection by
memantine after compressive
spinal root lesion

Arthur Ventura Martins Leao’, Alexandre Leite Rodrigues de
Oliveira’, Luciana Politti Cartarozzi'

'Laboratory of Nerve Regeneration, Institute of Biology, Universidade
Estadual de Campinas (UNICAMP), Campinas (SP), Brazil.

Introduction: Compressive root lesions are characterized by changes in the
spinal cord microenvironment, which include motoneuron chromatolysis and
degeneration, chronic gliosis, and glutamatergic excitotoxicity. Since exces-
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sive NMDAr stimulation by glutamate leads to neuronal degeneration, the use
of NMDAr antagonists has been proposed as a promissing treatment central
and peripheral nerve injuries.

Objective: The present study aimed to investigate the neuroprotective ef-
fects of memantine, following compressive spinal root axotomy.

Methods: Adult C57BL/6J mice were subjected to unilateral ventral root crush
(VRC) and divided into four groups: VRC+Vehicle, VRC+Memantine 30 mg/kg,
45 mg/kg, and 60 mg/kg. The treatment was administered orally for 14 days,
starting immediately after injury. Twenty-eight days after the lesion, lumbar
intumescences were collected and processed for motoneuron counting (tolu-
idine blue staining), together with astrogliosis and microglial reaction assess-
ment (immunohistochemistry for GFAP and Iba-1, respectively). The protocols
for animal use and handling were approved by the local ethical committee
(CEUA/UNICAMP, protocol n° 5740-1).

Results: Memantine rescued spinal motoneurons at all the studied doses
when compared with the vehicle counterpart, being the 45 mg/kg group the
most effective (P < 0.001). Memantine also downregulated microglial reac-
tions at the doses of 45 mg/kg and 60 mg/kg (P < 0.01, and P < 0.05, respec-
tively). Astrogliosis also decreased in all treated groups as compared to the
control (P < 0.01).

Conclusions: The memantine has a significant antiinflammatory effect on
glial cells, coupled with neuroprotection of motoneurons, indicating a pos-
sible translation to the clinic.

384 - Complications after deep
brain stimulator implantation in
parkinson’s disease

Amanda Gabriele Coelho Rodrigues’, Ana Cassia Gonzalez dos Santos',
Ligia Aurelio Vieira Pianta Tavares', Beatriz Trajano Costa da Silva'
'Centro Universitdrio Serra dos Orgéos (UNIFESQ), Teresépolis (RJ), Brazil.

Introduction: Parkinson’s disease (PD) is the second most common neurode-
generative disease, its prevalence increases exponentially with age, generat-
ing a series of physical, cognitive and emotional non-motor symptoms that
disrupt functionality and interfere with quality of life. Surgical treatment with
a deep brain stimulator (DBS) implant is an established method for treating
these patients.

Objectives: To describe the complications in DBS surgery for Parkinson’s.
Methods: A literature review was performed using the SciELO, MEDLINE/
PubMed, Virtual Health Library and LILACS platforms, with the descriptors:
“Parkinson’, “Deep brain stimulation’, “Subthalamic nucleus”and “surgery”. and
‘complicagdes”in Portuguese and English, in the last five years. In the end, 11
articles entered the review.

Results: Motor impairment in activities of daily living has been described as
post-surgical complications, even if it is minor compared to psychobehavioral
manifestations. With regard to the most reported psychiatric symptoms, im-
pulsivity, delirium, mania, depressive states, aggression, hallucinations and de-
lusions, were the complications found after DBS implementation. Decline in
verbal fluency and postoperative confusion were evidenced in several studies.
Conclusion: Deep brain stimulation for Parkinson’s disease is an established
advanced therapy that addresses motor symptoms and improves quality of life,
however, it has been associated with numerous neuropsychiatric symptoms,
these symptoms can be distressing, requiring intervention psychiatric. In short,
the studies found in the selected articles indicate that it is necessary to direct
and reprogram the devices to reduce the postoperative neuropsychiatric im-

pairment, thus allowing the anticipation and prevention of these neuropsy-
chiatric complications, improving the safety and tolerability of these patients.

385 - Detection of autism in infants
prior to 18 months of age

Amanda Mendes Santos', Camila Pugliesi de Figueiredo’,
Elzilaine Domingues Mendes', Priscila Ariede Petinuci Bardal'
"Universidade Federal de Cataldo (UFCAT), Cataldo (GO), Brazil.

Introduction: In 2021, the third edition of the Child Health Booklet was
published in Brazil, containing a positive novelty: the M-CHAT-R/F checklist,
focused on the detection of Autism Spectrum Disorder (ASD) in children
aged 16 to 30 months. The Booklet recommends screening for autism at the
18-month checkup. However, younger children have shown typical symp-
toms, such as delayed language development, non-responsiveness and lack
of eye contact. In this regard, it is important to detect the signs of ASD early to
diagnose and intervene as soon as possible.

Objectives: To assess the feasibility of screening for autism in children under
18 months.

Methods: Search terms were: “screening’, “autism” and “early detection’”.
Open articles in English and Spanish from 2013 to 2023 were selected in the
PubMed and CAPES databases. We identified seven community-based papers
in our review.

Results: We found 9 tests able to early detect signs of autism: PREAUT (at
4 and/or 9 months), CIRTEA (0-12 months), FYI (6-16 months), ITC (6-
24 months), ADOS-2 (1 year to adult), TASI (12-36 months), SACS-R (12, 18,
and 24 months consultations), CSBS-DP-IT (6-24 months) and M-CHAT-R/F
(16-30 months). In the selected articles with Sensitivity (Se) data available,
most tests used on infants under 1 year showed low sensitivity. However, early
and repeated screening with a combination of tools facilitates early diagnosis
and increases mean sensitivity: PREAUT at 4 and 9 months and CHAT at 24
resulted in a Se of 73%; CIRTEA + CHAT in a Se of 100% and SACS-R + SACS- PR
(the latter at 31-60 months) in a Se of 96%.

Conclusion: Despite the recommendation to screen for autism at 18 months,
we found that screening can be done earlier, including in the first year of life.
In addition, although mostly, a definitive diagnosis can't be obtained at such
an age, it is already possible to identify signs of atypical neurodevelopment in
infants, and therefore allow earlier intervention.

386 — Brainstem cavernoma: a case
report

Ana Flavia Cordioli Bertoche’, Maria Clara Redivo Amaral’,
Yasmim de Andrade Arroyo'
"Universidade do Oeste Paulista (UNOESTE), Presidente Prudente (SP), Brazil.

Introduction: Cavernous malformation is a congenital vascular disease, com-
posed of adjacent wide sinusoidal vascular spaces, without interposition of
the brain parenchyma. This pathology is still underdiagnosed and neglected,
even causing neurological disorders and a high risk of mortality, it is under-
stood that the study and treatment of these injuries, as well as the follow-up
of cases, is extremely important.

Objective: To report a clinical case of a patient diagnosed with Brainstem Cav-
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ernoma, addressing the clinical evolution, therapeutic follow-up, clinical and
surgical findings, through anamnesis and data obtained from medical records.
Case report: Male patient, 51 years old, Caucasian, carpenter, without under-
lying pathologies, is seen at the Specialty Medical Outpatient Clinic with a
complaint of hypoesthesia in the right hand associated with pain in the right
upper limb on exertion for 3 years. The patient was admitted to receive emer-
gency care, magnetic resonance imaging of the cervical spine and skull was
requested. The analysis revealed an intraparenchymal hematoma in the left
portion of the pons, measuring 1.5 by 1.2 cm, with hemoglobin degradation
products inside, without presenting impregnation after the intravenous injec-
tion of the paramagnetic agent, determining an expansive effect character-
ized by compression of the portion anterior left of the fourth ventricle.
Conclusions: The diagnostic conclusion was brainstem cavernoma, so clini-
cal support was provided and neurosurgery for resection of the cavernoma.
The patient underwent an outpatient follow-up again, in which he reported
a significant improvement in the ataxia, maintaining the use of a walker to
walk, in follow-up with physiotherapy and speech therapy. He needs help
with daily activities due to permanent sequelae, unable to carry out work ac-
tivities. We corroborate the need for observational studies, systematic reviews
and case reports of brainstem cavernomas so that the best actions are always
taken, improving the treatment of this rare condition.

388 —Tuberculosis meningoencephalitis
in Sao Paulo from 2001 to 2022: an
epidemiological study

Leonardo José Rodrigues de Araudjo Melo', Pedro Vitor Ferreira
Rodrigues', Amanda Pereira Sindeaux Pinheiro’, Lucas Soares
Radtke’, Francisco Luciano Honério Barreto!

'Universidade Federal do Ceard (UFC), Fortaleza (CE), Brazil.

Introduction: Tuberculosis (TB) is the most prevalent mycobacteriosis in
Brazil. Among its extrapulmonary manifestations, one of the most worrying
is meningoencephalitis (ME), which is characterized by inflammation of the
brain parenchyma and meninges due to infection by the TB bacillus, leading
to clinical conditions such as headache, decreased consciousness, intracranial
hypertension and coma.

Objectives: To describe the epidemiological profile of confirmed cases of ME
due to TB in the state of Sao Paulo between the years 2001 to 2022.
Methods: This work is an epidemiological investigation study of confirmed
cases of ME due to TB between the years 2001 to 2022. Data were collected
from the Notifiable Diseases Information System of DATASUS. Data were orga-
nized and analyzed using the Jamovi® statistical software.

Results: 418,553 TB cases were confirmed in Sdo Paulo during the period.
In this group 5,129 (1.2% of TB cases) had a confirmed diagnosis of ME. An av-
erage of 233 (£36.8) cases occur in an upward trend until 2009, when there
was an inflection and a downward trend until 2022. Among cases of ME due
to TB, data indicates that 64.4% occurred in men, the most prevalent age
group was 20 to 39 years old (45.7% of the total) and the most prevalent skin
color was white(34.2% of the patients). Another important correlation was the
incidence of human immunodeficiency virus (HIV), amounting up to 53.3%
of patients with these concurrent diseases. In regards to the final outcomes
among those diagnosed with ME due to TB, there were 1,828 deaths (35.6%),
of which 17.8% due to TB, and 2,285 patients were cured (44.5%).
Conclusion: The results showed a dispersed annual average of cases with a
downward trend from 2009 onwards. Regarding the epidemiological profile,

there was a higher prevalence in men, residents of urban areas, young and
with an important correlation with HIV. In conclusion, ME due to TB had a high
mortality rate and a reasonable cure rate.

390 - Huntington’s disease
mortality in Brazil from 2011 to
2020: an epidemiological study

Leonardo José Rodrigues de Araujo Melo', Pedro Vitor Ferreira
Rodrigues', Amanda Pereira Sindeaux Pinheiro’, Lucas Soares
Radtke', Francisco Luciano Honério Barreto’

'Universidade Federal do Ceard (UFC), Fortaleza (CE), Brazil.

Introduction: Huntington's Disease (HD) is a dominant genetic neurodegen-
erative pathology, with full penetrance, characterized by the CAG expansion
of the huntingtin gene on chromosome 4, leading to neuronal death due to
protein accumulation, which generates clinical presentation of motor, cogni-
tive and psychiatric symptoms, especially Huntington's chorea.

Objectives: To describe the epidemiological profile of mortality from HD in
Brazil between the years 2011 to 2020.

Methods: This work is an epidemiological investigation study of HD mortal-
ity between the years 2011 to 2020. Data were collected from the Mortality
Information System of DATASUS. Data were organized and analyzed using the
Jamovi® statistical software.

Results: 1,049 deaths from HD were confirmed in the analyzed period. Regard-
ing the temporal analysis of deaths from HD, an average of 105 (£33.1) annual
cases. There was a predominance of deaths in the Southeast compared to other
regions of the country, concentrating 505 (41% of the total). Among deaths from
HD, there was a higher prevalence of female deaths, with 583 deaths (55.5% of
total). Regarding age, there was a predominance of deaths in the age group
from 50 to 59 years old, totaling 311 (29.6% of the total). In regards to education,
the deaths of individuals with 8 to 11 years of schooling were more prevalent,
totaling 251 (23.9% of the total). In respect of skin color, white individuals ac-
counted for the largest share of deaths, accounting 735 (70.0% of the total).
Conclusion: The results found an annual average of deaths increasing and
dispersed, which may reflect a greater sensitivity of diagnostic methods, re-
quiring further studies to confirm this association. Regarding the epidemio-
logical profile, there was a higher prevalence in women, from the Southeast,
aged over 50 years and with more years of education.

392 - Phenytoin-induced Chorea: a
case report

Fernanda Maria Gongalves de Sousa Moura', Bruno Rezende
Trindade Borges', Davi Vargas Freitas Teixeira', Roberta Arb Saba
Rodrigues Pinto’

'Instituto de Assisténcia Médica ao Servidor Publico Estadual (IAMSPE),
Séo Paulo (SP), Brazil.

A 67-years-old woman, with no significant medical history, presents herself at
Hospital do Servidor Publico do Estado de Sao Paulo after a seizure episode
following two weeks of a moderate heat trauma at home. At initial evaluation,
no neurological deficit was found, but computed tomography showed a mild
subdural hemorrhage in the left frontal area that was promptly drained. The pa-
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tient was discharged with oral phenytoin 100 mg each eight hours. After thirty
days, the patient returns to the hospital reporting the progressive onset of in-
voluntary abnormal movements of upper limbs and head, associated with gait
difficulties. The neurological exam revealed ataxia of limbs and trunk, severe gait
ataxia, in addition to choreic movements involving superior limbs, neck, oro-
facial muscles and pathological horizontal nystagmus. The work-up for acute
cerebellar ataxia and chorea was performed resulting in normal metabolic and
inflammatory blood tests, cerebrospinal fluid analysis, neoplastic screening and
brain magnetic resonance imaging, the only exception was serum phenytoin
level: 294 pg/ml (therapeutic range: 10-20 ug/ml). After an extensive evalu-
ation and differential diagnosis exclusion, a slowly withdraw was conducted,
leading to marked symptom’s improvement. At discharge, the patient was com-
pletely asymptomatic with no other treatment. The phenytoin has an extensive
well described list of neurological side effects, commonly ataxia, headache, diz-
ziness and insomnia, but choreic movements are rarely reported. It is due to
the disturbance of dopamine metabolism at basal ganglia, involving both direct
and indirect pathways. The choreic symptoms have no dose dependent rela-
tion, affecting mostly infants, previously brain injured patients, or concomitant
drugs that inhibit hepatic metabolism. Our case elucidates a rare cause of cho-
rea induced by a common pharmacological treatment, which demonstrates
the importance of searching for uncommon drugs side effects.

394 - Hallucinations and psychosis in
Guillain-Barré syndrome: case report

Fernanda Maria Goncalves de Sousa Moura', Amanda Freitas
Alves', Jodo Paulo Barile', Sephora Sabrina Candido de Almeida’,
Arthur da Veiga Kalil Coelho’, Marcele Schettini de Almeida’
"Instituto de Assisténcia Médica ao Servidor Publico Estadual (IAMSPE) —
Sao Paulo (SP), Brazil.

Introduction: Guillain-Barré syndrome (GBS) is an acute inflammatory periph-
eral neuropathy that occurs after infection or immunization. Wernicke's en-
cephalopathy (WE) is caused by thiamine deficiency that classically presents
with altered mental status, ataxic gait and ophthalmoplegia.

Case report: Male, 64 years old, presented with diarrhea, vomiting and hypo-
rexia. Three weeks later, he developed concomitant acute tetraparesis and cog-
nitive impairment. On examination, he presented with persecutory delusions,
hallucinations, tetraparesis with global areflexia. The cerebrospinal fluid analysis
showed important albuminocytological dissociation. Treatment with intrave-
nous immunoglobulin associated with thiamine was started. The electroneuro-
myography was compatible with demyelinating sensorimotor polyneuropathy.
Brain Magnetic resonance imaging showed FLAIR (Fluid-Attenuated Inversion
Recovery) hyperintensities in mamillary bodies and periaqueductal gray mat-
ter. The patient was diagnosed with GBS and WE. He was discharged after two
weeks with complete resolution of the cognitive impairment and improvement
of tetraparesis. Altered mental status in a patient with GBS is not common. There
are some reports of patients who presented cognitive disturbances related to
autonomic dysfunction and more severe cases, which developed a few days
after the onset of the motor condition. The reported patient had a change in
mental status concomitantly with a motor condition, reported prolonged gas-
trointestinal symptoms, in addition to having received intravenous glucose.
WE may occur after a short period of thiamine absorption/intake deficiency
and may be precipitated by glucose administration. The patient showed rapid
cognitive improvement after thiamine supplementation, and had typical EW
changes on the brain MRI confirming the diagnosis of WE.

Conclusions: We must be aware of changes in mental status as this may in-
dicate thiamine deficiency. The case elucidates the importance of thiamine
replacement in patients at risk of vitamin deficiency.

399 - Reversible posterior
encephalopathy syndrome as a
rare complication of oxaliplatin
chemotherapy: a case report

Caique Alberto Dosualdo’
'Hospital de Base de Séo José do Rio Preto (HB), SGo José do Rio Preto
(SP), Brazil.

Introduction: The reversible posterior encephalopathy syndrome corre-
sponds to a clinical and radiological diagnosis marked by headache, altered
mental status, reduced visual acuity and seizures, associated with vasogenic
edema mainly in posterior white matter. It presents a large heterogeneity of
etiologies, such as cytotoxic drugs, eclampsia, vasculitis, and nephropathies,
with arterial hypertension being the most important. In that way, quick diag-
nostic investigation is necessary to provide a better prognosis.

Case report: Case report of a patient who was in adjuvance combined che-
motherapy, wich includes oxaliplatin, after pancreatic tumor resection, and
presented reversible posterior encephalopathy as a treatment complication.
The article was developed from data collection through literature review on the
subject, as well as analysis of the patient’s medical records. We found the history
of a patient with pancreatic ductal adenocarcinoma resection, who underwent
adjuvant FOLFIRINOX combined chemotherapy, which contain oxaliplatin. Af-
ter the first dose, the patient developed severe headache, mental confusion,
left-sided motor deficit, and reentrant epileptic seizures, requiring orotracheal
intubation due to a non-convulsive status epilepticus. Patient was investigated
with brain resonance, wich showed cortical and subcortical hypersignal lesions
in the bilateral parieto-occipital lobes, as well as in the thalamus and right insula,
and normal cerebrospinal fluid at the first and seventh day. She was also inves-
tigated with a panel for autoimmune encephalitis antibodies, with a negative
result. After withdrawal of chemotherapy, the patient evolved with a gradual
improvement of symptoms and resolution of seizures within twenty days, and
was referred for motor rehabilitation at discharge.

Conclusion: Early diagnosis and treatment of the etiology contribute to a bet-
ter prognosis for patients with reversible posterior encephalopathy syndrome.

401 - Perception of quality of
life between different genders in
patients with multiple sclerosis

Alice Hueb Castanheira Rocha'? Victorya Gomes de Souza'?,
Paula de Freitas Ribeiro'?, André Luiz Guimaraes de Queiroz'?
"Universidade Nove de Julho (UNINOVE), Séo Paulo (SP), Brazil.
“Universidade Paulista (UNIP), Sdo Paulo (SP), Brazil.

Introduction: Multiple sclerosis (MS) is a chronic, demyelinating, inflamma-
tory and neurodegenerative disease of the central nervous system. Quality of
life (Qol) is significantly impaired in patients with MS. Motor disability only
partially explains the reduction in Qol, as symptoms such as depression, fa-
tigue and mood disorders also exert influence. Several characteristics in a pa-
tient with MS have been associated with worse QolL, including advanced age,
late diagnosis and progressive form of the disease.

Objective: We evaluated in this review possible impacts of gender on QolL.
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Methods: The database PubMed was searched for studies indexed from the
year 2000 with the following descriptors: multiple sclerosis, quality of life, gen-
der, sex.

Results: The impact of the reduction in QoL is worse for men than for women
with MS in relation to motor function, vitality, sociability, emotional well-being
and mental health. Men seems to have a greater cognitive decline, with wors-
ening performance in verbal memory and executive function. Interestingly,
gender and marital status can influence social support. Women had more
support networks as they reported better availability from friends than from
their male caregivers. It was also noted that men without a spouse feel less
social support. Regarding non-motor symptoms, women feel more pain and
have a higher prevalence of depressive and/or anxiety disorders. However,
regarding sphincter and sexual disorders, the impact on QoL is greater in men.
Women with high motor disability seem to maintain psychological well-being
better than male patients.

Conclusion: Men seeking help later may be a factor influencing the natural
history of MS. The diagnosis of a chronic disease for men seems to be faced
differently due to cultural factors. The different impact of disabilities between
genders makes us understand that the management must be specific for
each sex to better meet the needs of patients.

402 - Juvenile-onset amyotrophic
lateral sclerosis due to
homozygous COQ7 variants

Maria Carolina Soares’, Paulo Victor Sgobbi de Souza’, Igor Braga
Farias; Paulo de Lima Serrano’, Bruno de Mattos Lombardi Badia',
Marco Antoénio Troccoli Chieia’, Wladimir Bocca Vieira de Rezende
Pinto', Acary Souza Bulle Oliveira’

'Motor Neuron Disease Unit, Division of Neuromuscular Diseases,
Escola Paulista de Medicina (EPM), Universidade Federal de Séo Paulo
(UNIFESP), Séo Paulo (SP), Brazil.

Coenzyme Q10 (CoQ10) biosynthesis defects may lead to primary CoQ10
deficiency. This rare inherited metabolic disorder has been associated with a
heterogeneous genetic basis, including rare pathogenic variants in the COQ7
gene. CoQ10 deficiency leads to dysfunction of mitochondrial energy, resulting
in several distinct neuromuscular phenotypes, such as myopathy, axonal and
demyelinating chronic polyneuropathy and hereditary motor neuronopathy.
Herein, we present the first clinical association of COQ7 pathogenic variants with
Juvenile Amyotrophic Latera