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RESUMO



DOMENIS, D.R. Estudo da degluticao em pacientes com miopatia mitocondrial do tipo
oftalmopleglia externa cronica progressiva: avaliacio clinica, manométrica e
videofluoroscépica. 2008. Dissertacio de Mestrado — Faculdade de Medicina da

Universidade de Sao Paulo, Ribeirdo Preto, 2008.

As miopatias mitocondriais formam um grupo de desordens clinicamente heterogéneas que
podem afetar mdltiplos sistemas além do musculo esquelético. A oftalmoplegia externa
cronica progressiva (CPEO) é um tipo de miopatia mitocondrial que tem como caracteristicas
alteracdes nos movimentos oculares, ptose, podendo ter acometimento da musculatura facial,
além de atrofia muscular de membros. A fatigabilidade precoce pode ser a queixa principal e
claramente desproporcional ao grau de fraqueza e atrofia muscular detectada. A disfagia na
doenca € uma manifestacdo descrita por muitos autores, porém pouco estudada ou
caracterizada. O presente estudo teve como objetivo avaliar a degluticdo de pacientes com
miopatia mitocondrial do tipo CPEO através de avaliacdo clinica, manométrica e
videofluoroscépica. Para tanto, foram selecionados 14 pacientes com diagndstico de miopatia
mitocondrial do tipo CPEO, em acompanhamento no Ambulatério de Doengas
Neuromusculares do Hospital das Clinicas da Faculdade de Medicina de Ribeirao Preto da
Universidade de Sao Paulo, independente de apresentarem queixas ou ndo quanto a
alimentacdo. A idade variou de 15 a 62 anos, com idade média de 35,3 anos sendo 5 (35,7%)
do género masculino e 9 (64,3%) do feminino. O grupo controle foi formado por 16
individuos sauddveis (sem doengas neurolégicas ou queixas quanto a alimentacdo) com idade
variando de 21 a 44 anos, idade média de 27,5 anos, sendo 6 (37,5%) do género masculino e
10 (62,5%) do feminino. Na avaliacdo clinica, além da anamnese, foi realizada avaliacdo
estrutural e funcional da degluticio. Para isso foram utilizadas as consisténcias pastosa,
liquida e s6lida, em volume livre, conforme habito do paciente. Na avaliagio manométrica, as
medidas foram feitas durante a degluticdo liquida, para avaliar as pressdes intraluminares no
corpo do esdfago. Foram realizadas 10 degluticdes com intervalo de 30 segundos entre elas e
apods cinco minutos de repouso mais 10 degluticdes com intervalo de 10 segundos entre elas.
Foram consideradas as medidas da pressdo intraluminal, sua duragdo, drea sob a curva e
tempos parciais e totais de deslocamento da onda. Na avaliacdo videofluoroscopica
utilizaram-se as dietas pastosa, liquida e sélida, sendo as duas primeiras em volume
controlado de Sml. Para todas as consisténcias foram realizadas trés ofertas, sendo que para o

pastoso e solido esse processo foi repetido. Além da dindmica da degluticdo na fase



orofaringea foram analisados os tempos de fase oral (TFO), depuracao faringea (DF), transito
faringeo (TF), transito pela transicdo faringoesofagica (TTFE) e tempo de movimentagcao
hiéidea (TMH). Em anamnese observamos que 9 (64,3%) pacientes tinham queixas quanto a
alimentacdo mas apenas 7 (50%) apresentaram alteracdes na avaliacdo clinica, sendo essas
alteracdes principalmente para as consisténcias pastosa (57,1%) e solida (100%). As
principais alteracoes foram fase oral prolongada, mastigacdo inadequada, degluticdes
multiplas e fadiga. Na avaliacdo manométrica foi observado reducdo da motilidade esofagica
sendo essa principalmente no esdfago proximal, com amplitude, duracdo e drea sob a curva
reduzidas. Quando comparado o desempenho do esofago nos diferentes intervalos de
degluticdo, ndo houve relacio com a presenga da doenca, pois a diferenca foi significante
tanto para os pacientes como para os controles. Na videofluoroscopia da degluti¢do, assim
como na avaliagdo clinica, as principais altera¢des encontradas foram para as consisténcias
pastosa e solida, sendo elas tanto em fase oral como faringea. Apesar disso nao foi encontrado
nenhum episédio de aspiracdo laringotraqueal. Quanto aos tempos de degluticdo, apenas o
TFO foi significantemente maior nos pacientes, sendo menor nos outros parametros como TF
e TTFE. Ao compararmos as primeiras com as ultimas degluticdes para as consisténcias
pastosa e sélida, verificamos que os pacientes apresentaram um aumento dos tempos de DF,
TF, TTFE e TMH para a consisténcia sélida, sendo significante apenas para TF. O estudo
permitiu concluir que pacientes com miopatia mitocondrial do tipo CPEO apresentam
dificuldades de degluti¢do, com altera¢des orofaringeas e esofdgicas, sendo maiores para as

consisténcias pastosa e sélida.

Palavras chaves: miopatia mitocondrial, oftalmoplegia externa cronica progressiva, degluticdo, manometria,

videofluoroscopia.



ABSTRACT



DOMENIS, D.R. Study of swallowing in patients with mitochondrial myopathy chronic
progressive external ophthalmoplegia: clinical, manometric and videofluoroscopic
evaluation. 2008. Master’s Degree Dissertation - Faculdade de Medicina da Universidade de

Sao Paulo, Ribeirdao Preto, 2008.

Mitochondrial myopathies constitute a group of clinically heterogenous disorders which can
affect multiple systems besides the skeletal muscle. The chronic progressive external
ophthalmoplegia (CPEO) is a type of mitochondrial myopathy charactherized by eye
movements alterations, ptosis, which may attack the facial musculature, as well as atrophy the
muscles of members. The early fatigability may be the main complaint and clearly
disproportional to the degree of weakness and muscular atrophy detected. The dysphagia in
the disease is a manifestation described by several authors, however very little studied and
characterized. The present study aimed at evaluating the swallowing of patients with chronic
progressive external ophthalmoplegia (CPEO) mitochondrial myopathy, followed at the
Neuromuscular Diseases Clinic at Hospital das Clinicas of Faculdade de Medicina de
Ribeirao Preto of Universidade de Sao Paulo, independently whether or not they presented
complaints about alimentation. The age varied from 15 to 62 years old, with average age of
35,3, which were 5 (35,7%) males and 9 (64,3%) females. The control group was constituted
by 16 healthy individuals (without neurological diseases or complaints about alimentation)
with age varying from 21 to 44 years old, average age of 27,5, which were 6 (7,5%) males
and 10 (62,5%) females. In the clinical evaluation, anamnesis, structural and functional
assessment of swallowing were carried out. According to the patient’s habits, pasty, liquid
and solid consistency were used. In the manometric evaluation, the measurements were done
during liquid swallowing, to assess the intraluminal pressure in the esophagus. It was
performed 10 swallowings with intervals of 30 seconds among them, and after five minutes of
rest, 10 more swallowings with intervals of 10 seconds among them. The intraluminal
pressure’s measurement, its duration, area under curve and wave displacement’s partial and
total time were considered. In the videofluoroscopic evaluation, pasty, liquid and solid diets
were used, in which the first two with a controled volume of 5ml. For all the consistencies
were realized three offer, and for the solid and pasty, these process were repeated. Besides the
swallowing dynamic in the oropharyngeal phase, the oral phase time (OPT), the pharyngeal
depuration (PD), pharyngeal transit (PT), pharyngoesophageal transition transit (PTT), hyoid

movement time (HMT) were analysed. In the anamnesis, we observed that 9 (64,3%) patients



had complaints about alimentation, but only 7 (50%) presented alterations in the clinical
evaluation, and these alterations were mainly for pasty (57,1%) and solid
(100%)consistencies. The main alterations were extended oral phase, inadequate mastication,
multiple swallowings and fatigue. In the manometric evaluation, the esophageal motility
reduction was observed, which was mainly in the proximal esophagus, with amplitude and
area under curve reduced. When compared the esophagus’ development in the different
intervals of swallowing, no relation to presence of the disease was found, because the
difference was significant for both patients and control group. In the swallowing
videofluoroscopy, as well as the clinical evaluation, the main alterations were found in the
pasty and solid consistencies, in both oral and pharyngeal phases. Despite that, no laryngeal -
tracheal aspiration episode was found. Regarding the swallowings times, only oral phase time
(OPT) was actually longer in patients, which was shorter in other parameters such as
pharyngeal transit (PT) and pharyngoesophageal transition transit (PTT). When we compared
the first swallowings with the last ones for pasty and solid consistencies, the patients
presented a increase that time PD; PT; PTT and HMT for solid consistencies with significant
value only for PT. The study allowed us to conclude that patients with chronic progressive
external ophthalmoplegia (CPEO) mitochondrial myopathy present swallowing dificulties,
with oropharyngeal and esophageal alterations, which were greater for pasty and solid

consistences.
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