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Malattie muco ostruttive

.BPCO

.Fibrosi cistica
.Bronchiectasie non da fibrosi
cistica

.Discinesia ciliare primaria



Composizione del muco

MUCSAC

Cilia MUC16
MUC207

PCL -
—— MUC4
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Epithelial cells Epithelial cells
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Healthy Persons Patients with Patients with Patients with Patients with
(N=69) COPD (N=359)  NCFB (N=99)  CF (N=20) PCD (N=42)




Circolo vizioso nelle malattie muco ostruttive

Insulto iniziale ( Es. Aspirazione o Infezione virale)

|

Aumentata produzione di muco iperconcentrato

/

Attivazione dei macrofagi Ipossia tissutale

RILASCIO CITOCHINE PROINFIAMMATORIE

T MUCO ATTIVAZIONE DEI NEUTROFILI



Bronchiectasie

Sindrome clinica caratterizzata da tosse produttiva cron



Segno dell’anello con castone



Segno del binario




Bronchiectasie

tevole aumento nella incidenza e prevalenza delle bronchiec

igia in realta si puo manifestare sin dai primi anni di vita, pu

terzoHaiurapeas Bronehigotasis Workshop



Post-infectious damage
Mechanical obstruction

or associated conditions
Tuberculosis, whooping cough, non-tuberculous mycobacteria

Intrinsic (tumour or foreign body), extrinsic (lymph node)

Congenital
Inflammatory pneumonitis

Excessive immune response

bnormal mucous clearance

Defective bronchial wall, pulmonary sequestration

Aspiration of gastric contents, inhalation of toxic gases

Allergic bronchopulmonary aspergillosis, lung transplant rejection,
chronic graft versus host disease

Primary ciliary dyskinesia, cystic fibrosis, Young's syndrome

Fibrosis

Cryptogenic fibrosing alveolitis, sarcoidosis

Diffuse panbronchiolitis

Predominantly seen in Japanese patients

Deficient immune response

Hypogammaglobulinaemia, human immunodeficiency

Infertility

Inflammatory bowel disease
Connective tissue disease
Malignancy

ellow nail syndrome

Cystic fibrosis, Young's syndrome, primary ciliary dyskinesia

Ulcerative colitis, Crohn’s disease, coeliac disease
Rheumatoid arthritis, systemic lupus erythematosus

Acute or chronic lymphatic leukaemia
Discoloured nails, lymphoedema, pleural effusions

al antiproteinase deficiency

More commonly causes emphysema

May cause Young’s syndrome
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Bronchiectasie:patogenesi




Bronchiectasie:complicanze

- AN

LOCALI GENERALI
Emottisi (anche fatali) Amiloidosi
Polmoniti ricorrenti Tossiemia
Ascesso polmonare Setticemia
Pleuriti ed empiema Shock settico

Ipertensione polmonare Ascessi cerebrali



BPCO

Vicious circle hypothesis revised

Initiating factors
e.g. smoking, childhood respiratory disease, altered microbiome
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Manoj Mammen
University of Rochester Medical Center | URMC - Department of Medicine MD, MS



Ipersecrezione bronchiale e BPCO

nopatia cronica ostruttiva.

Ja durata, maggiore ¢ la perdita di FEV1, suggerendo ct

Allinson JP, Hardy R, Donaldson GC, Shaheen SO, Kuh D, Wedzicha
JA. The presence of chronic mucus hypersecretion across adult life

in relation to chronic obstructive pulmonary disease development.
Am J Respir Crit Care Med 2016;193:662—672.



