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APRESENTACAO

Apresentamos o segundo volume do livro “Frente Diagndstica e Terapéutica na
Neurologia”, um material rico e direcionado a todos académicos e docentes da area
da saude com interesse em neurologia e areas afins.

A especialidade médica responsavel por trabalhar e analisar os disturbios
estruturais do sistema nervoso &€ denominada como neurologia. Do diagnostico
a terapéutica, todas as enfermidades que envolvem o sistema nervoso central,
periférico, autbnomo, simpatico e parassimpatico, sao estudadas pelos profissionais
com especializacdoo em neurologia. Além das doencas neuropscicopatologicas, o
CID divide as patologias do sistema nervoso em dez grupos com fins de analise
epidemioldgica.

Assim abordamos aqui assuntos relativos aos avancos e dados cientificos
aplicados aos estudos de base diagnéstica e terapéutica nesse reamo tao interessante
da medicina, oferecendo um breve panorama daquilo que tem sido feito no pais.
Neste segundo volume o leitor podera se aprofundar em temas relacionados ao
Alzheimer, Hospitalizacao, Atencao Primaria a Saude, Apraxia, Demencia, Cognicao,
Neuropsicologia, Esclerose lateral amiotréfica, VIH tipo |, Parkinson, Epidemiologia,
Indicadores de Morbimortalidade, Melanoma, Metastase, Neurossarcoidose,
Endocardite bacteriana, Oligodendroglioma, Epilepsia Refrataria, Tumor Cerebral
Primario, Lobectomia Temporal Anterior e Doencas Neurodegenerativas como um
todo.

Esperamos que o conteudo deste material possa somar de maneira significativa
ao conhecimento dos profissionais e académicos, influenciando e estimulando cada
vez mais a pesquisa nesta area em nosso pais. Parabenizamos cada autor pela
teoria bem fundamentada aliada a resultados promissores, e principalmente a Atena

Editora por permitir que o conhecimento seja difundido em todo territério nacional.
Desejo a todos uma 6tima leitura!

Benedito Rodrigues da Silva Neto
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CAPITULO 10

AMYOTROPHIC LATERAL SCLEROSIS IN A PATIENT
WITH HIV TYPE I. CASE REPORT

Data de aceite: 14/01/2020

Raquel Libanesa Rosario Beltré
Neuromuscular Disease Outpatient at Gaffreé e
Guinle Academic Hospital, Universidade Federal
do Estado do Rio de Janeiro, Rio de Janeiro.

Karina Lebeis Pires

Neuromuscular Disease Outpatient at Gaffreé e
Guinle Academic Hospital, Neurology Professor
at Universidade Federal do Estado do Rio de
Janeiro, Rio de Janeiro.

Débora Coelho de Souza de Oliveira
Master student at Neurology Post Graduation
programme, Universidade Federal do Estado do
Rio de Janeiro, Rio de Janeiro

Caroline Bittar Braune

Neuromuscular Disease Outpatient at Gaffreé e
Guinle Academic Hospital, Universidade Federal
do Estado do Rio de Janeiro, Rio de Janeiro.

ABSTRACT: Amyotrophic lateral sclerosis is
a degenerative disease that affects first and
second degree motor-neurons gradually, leading
to the development of strength loss, wasting
muscle and other physical manifestations
dependent on the affected muscle segments.
The aetiology is still unknown, but there are
hypotheses about the appearance after the
presence of some infectious diseases. This case
report presents a 47-year-old female patient
with a 12-year history of treated type | HIV who

Frente Diagnéstica e Terapéutica na Neurologia 2

developed motor-neuron disease in 2014 with
bulbar sings predominance, spasticity, and
hyperreflexia, as well as decreased strength for
left foot dorsiflexion, thus configuring the clinical
criteria for the closure of her diagnosis. Based
on this data, a new antiretroviral therapy was
started to rule out the possibility of an ALS-like
syndrome, in addition to other recommended
therapeutic conducts.

KEYWORDS: Amyotrophic Lateral Sclerosis,
Tipe | HIV, ALS-Like syndrome, antiretroviral
therapy.

ESCLEROSE LATERAL AMIOTROFICA EM
PACIENTE COM VIH TIPO I. RELATO DE
CASO

RESUMO: A esclerose
€ uma doenca degenerativa que afeta os

lateral amiotroéfica
neurdénios motores do primeiro e segundo grau
gradativamente, levando ao desenvolvimento
de perda de forca, atrofia e outras manifestacdes
fisicas dependente dos segmentos musculares
afetados. A etiologia ainda & desconhecida,
mais ha hipbéteses sobre o aparecimento apés a
presenca de algumas enfermidades de origem
infecciosa. Este relato de caso apresenta
uma paciente de 47 anos com historia de VIH
tipo | de 12 anos de evolucéo, tratada, quem
desenvolveu um quadro de doenca do neurdnio
motor em 2014 com predominio do segmento
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bulbar, espasticidade e hiperreflexia, além de diminuicdo da forca para dorsiflexdo do
pé esquerdo. Estes achados preencheram os critérios clinicos para o fechamento do
seu diagnostico. Baseado nesses dados foi iniciada uma nova terapia antirretroviral
para descarta a possibilidade de que fosse uma sindrome ELA-Like, além de outras
medidas terapéuticas preconizadas.

PALAVRAS-CHAVE: esclerose lateral amiotrofica, VIH tipo |, sindrome ELA-like,
terapia antirretroviral.

11 INTRODUCTION

Lateral amyotrophic sclerosis (ALS) is a disease which physiopathology is
based on the loss of motor-neuron functionality due neuronal death (Owens B, 2017;
Ralli et al. 2019). ALS has a prevalence of 4.1 and 8.4 per 100,000 persons, a male-
to-female ratio of 2:1, age at onset of 51-66 yo, a diagnostic delay of 9-12 months and
10% of the ALS patients with a slow form of the disease with a survival of 10 year or
longer (Longinetti E & Fang F, 2019). The eatiology has been described as genetic
or sporadic, having a high contribution for its pathogenic course. In the last decades,
there were some cases of sporadic ALS in patients with infectious disease such
like HIV-1 (Galassi et al. 1998, Sinha et al. 2004, Lorenzoni et al. 2018), which help
configurating a hypothesis of an infectious aetiology in this cases, with an ALS-like
syndrome with predilection for the spinal cord anterior horn cells (Levin SN & Lyons
JI, 2018) and, when treated with an specific antiretroviral, has a complete remission
(Sinha et al. 2004). In 2016 Owens and colleagues identified the activation of HERV-k,
an endogenous retrovirus, in this type of patients, with an increase plasma level that
received antiretroviral therapy with a good penetrance in the central nervous system
and had reversal of symptoms within 6 months of onset of neurologic symptoms.

In the other hand, Is very important in this cases the approach taken for
the diagnosis and treatment. The new neuroimaging technical can tailor little
abnormalities and help us make a fast and better intervention (Kassubek & Pagani,
2019; Winhammar et al. 2005 ).

2| CASE REPORT

A 47-year-old female patient, native of Sergipe and living in Rio de Janeiro,
Brazil, diagnosed with HIV since 2007 in regular use of Zidovudine (AZT), Lamivudine
(3TC) and Nevirapine (NVP) and accompanied clinically by the immunology service.
After presenting in 2014 with progressive dysphonia, dysarthria, dysphagia, mild
shortness of breath and paresis of the left lower limb were referred to the general
neurology service in February 2016. At the time no sensory and sphincter symptoms
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were present. The family history has a deceased mother with a history of uterine
cancer; and a father with epilepsy history, already deceased by complications after
burn accident. A previous pathological history of systemic arterial hypertension treated
with losartan 50mg/ day and hydrochlorothiazide 25mg/day. Type | HIV infection
treated until 2017 with the AZT + 3TC + NVP regimen. The social history presents a
mild use of alcohol and is an ex-smoker since 2010 .

31 NEUROLOGICAL EXAM

In the examination performed by the neurologist was evidenced: dysphonia,
dysarthria, slurred speech and spastic gait. In the examination of deep tendon
reflexes, she presented global hyperreflexia, with Hoffman signal in her left hand,
indifferent plantar reflex in the left foot and extension in the right foot (Babinski’s sing).
No changes in superficial or deep sensitivity. No pronounced change in strength, only
being scored -4/ 5 grade for left foot dorsiflexion.

4| COMPLEMENTARY EXAMS

- Four limbs and paravertebral musculature electrophysiology and muscular
exam made in 2016 evidenced a possible proximal neurogenic lesion of the bulbar
segment and in the thoracic and lumbar segments. With presence of damage activity
in the lumbar segment.

- Brain and spinal cord Magnetic resonance imaging made in 2016 within normal
range.

- Spirometry: difficulty in performing forced expiratory maneuvers whose
conclusion was a mild restriction pattern.

- Routine laboratory exams without abnormalities.

51 THERAPEUTIC CONDUCT

Was started Riluzole 100mg/day, Vitamin E 1000mg/day, and was suggested
that the antiretroviral regimen of Zidovudine, Darunavir and Raltegravir, that was
initiated in May 2017. Was requested the evaluation and physiotherapy with Speech
Therapy professional.

After the change in treatment regimen for HIV, the patient returned to the routine
review appointment after 3 months with no worsening of the symptoms, reporting
disease stability; the therapeutic were maintained and was adding Vitamin C 500mg
twice a day. After 18 months of follow-up the patient keep an insidious and slowly
worsening of the respiratory and bulbar sings.
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6 | DISCUSSION

This case report present a course of motor-neuron disease in a patient with
type | HIV as well as other cases in the literature (Casado et al.1997, Galassi et al.
1998, Sinha et al.2004, Lorenzoni et al. 2018). Due the time of evolution and the
no improvement of the symptoms with the new antiretroviral treatment we face a
case of Amyotrophic Lateral Sclerosis with a very slow progression (Casado et al.
1997). Amyotrophic Lateral Sclerosis (ALS) is a disease characterized by progressive
degeneration of motor-neurons, upper (first) and lower (second), the aetiology is not
yet well understood (Hardiman et al. 2017, Ralli et al. 2019). Lower motor-neuron
involvement is related to muscle wasting, weakness, and fasciculations. Clinical
findings of hyperreflexia, Hoffman's signal, Babinski's sign and clonus are related to
upper motor-neuron involvement (Winhammar et al. 2005). Patients who develop a
compromised of musculature with bulbar innervation have a low incidence, with an
even more reserved prognosis and often a worse outcome (Bowen et al. 2016). The
case described has as a possible aetiology a highly prevalent infectious disease in
the world, HIV, in addition to the therapy conduct used. These data are represented
in a series of cases already described in the 1990s of 38 young patients with type |
HIV (Verna & Berge, 2006) who had motor impairment and with the changed in the
medication regimen they had the improved of the symptoms integrally denominating
as ALS-Like syndrome. A multidisciplinary management care for this patient is the
right way for prolongation of the life expectancy (Paipa et al. 2019).

7 | FINAL COMMENTS

Amyotrophic Lateral Sclerosis has to be considered in type | HIV patients who
have motor symptoms. HIV-associated ALS-Like syndrome has a good prognosis
since its early diagnosed and the use of antiretroviral with good penetration in the
Central Nervous System.
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