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Mais grave Intermediaria Benigna

Antes dos 6m 6 — 18m Apos 18m

Nunca sentam Crianca senta Maioria deambula

Obito nos primeiros 24m Podem chegar a vida adulta  Podem ou nao desenvolver

sintomas respiratorios

Complicacoes respiratérias
sao0 comuns
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Tabk: 1
Classification of Spinal musralar atrophy (Adapted from Merun 2012 [84] and Finkel 2015 [65]).

ey CH - Copy number.

! adapted from Finkel 2015 [65]; only symptoms relevant for cespicatory failure are listed. Por eomprehensive description of symptoms see Finkel 2015 [65).
% Paldlcotter 2002 [4].

Grychtol R, et al .2018



—

Expiratory muscle weakness

Bulbar muscle we

Figure 1.—Respiratory issues in patients with neuromuscular diseases.
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0 { W Interventions Used to Address Primary Respiratory Complications of SMA Type 2

Primary
Respiratary Definition Intervention
Complications
Ineffective cough with Ineffective cough secondary to reduced vital Mechanical Insufflator-Exsufflator
decreased airway capacity and tidal volume with inability to forcibly Abdominal Thrusts
clearance exhale secondary to expiratory muscle weakness Manual or mechanical chest physiotherapy
Mocturnal Shallow breathing secondary to weak inspiratory Bi-Lewvel Positive Airway Pressure
Hypoventilation muscles most often durimg REM sleep that often

manifest as nocturnal desaturations due to gas
exchange abnormalities

Diminished lung and Inspiratory and expiratory muscle weakness Resuscitator bag and mask
chest wall development results in alterations of chest wall and lung Mechanical Insufflator-Exsufflator
compliance Bi-level positive airway pressure
Pulmonary Infection Respiratory weakness and poor airway clearance Mechanical Insufflator-Exsufflator
of secretions results im mucus plugging, Oral airway suction
atelectasis, inflammation, and pneumonia Manual or mechanical chest physiotherapy

Bi-level positive airway pressure
Antibiotics and Immunizations as indicated

MNote. Based on data from Wang et al. (2007) and Schroth (2009).

J Neurosci Nurs. 2014 Dec;46(6):E33-41



Natural History

Normal breathing

h 4

Inspiratory, expiratory, bulbar muscle weakness
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REM-related sleep-
disordered breathing

NREM and REM
sleep-disordered
breathing
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Ineffective cough,
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cough flows
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Swallow dysfunction
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<+ Chest infections

Daytime ventilatory failure
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Death

1034 Jouwmal of Child Newrology / Vol. 22, No. 8, Aupust 2007



PONTOS PRINCIPAIS DA FISIOPATALOGIA DA AME

FRAQUEZA MM FRAQUEZA MM FRAQUEZA MM DEFORMIDADES OUTROS FATORES
INSPIRATORIA EXPIRATORIA BULBAR TORACICAS

INICIO ATE INTRA UTERO TOSSE DISFAGIA TORAX EM SINO DESNUTRICAO
PREJUDICADA

PREDOMINIO DA ACUMULO DE DISARTRIA OU TORAX EM SIALORREIA EXCESSIVA
FRAQUEZA DA SALIVA OU ANARTRIA EXCAVATUM
MUSCULATURA SECRECOES
INTERCOSTAL EM
RELACAO AO DIAFRAGMA
RESPIRACAO PARADOXAL INCAPACIDADE BRONCOASPIRACAO TORAX EM DISAUTONOMIA
DE MANTER AS CARINATUM
VIAS AEREAS
PERVIAS
INSUFLACAO INADEQUADA ROLHAS E NECESSIDADE DE VIA ESCOLIOSE E INFECCOES RECORRENTES
DOS PULMOES TAMPOES ALTERNATRIVA DE CIFOSE
MUCOSOS ALIMENTACAO
FALENCIA VENTILATORIA  PNEUMONIA PNEUMONIA DESVANTAGEM NARCOSE E OBITO
HIPOXEMIA SECUNDARIA A MECANICA PARA O

HIPERCAPNIA FLUXO DE AR
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