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TYPES OF INTERSTITIAL LUNG DISEASE

Autoimmune Related Idiopathic

(Cause Unknown)

' Idiopathic Pulmonary Fibrosis 3 ; 4
Rheumatoid Arthritis {Et) ,

SystemicLupus Erythematosus Acute Imevs(tAlt‘l:’l Pneumonia .
Prerodelna Non-Specific Interstitial ‘
Polymyositis PNeumonia (NSIP) :

Dermatomyositis Sarcoid
RS ES Cryptogenic Organizing COPD
Pneumonia (COP)
NI N7Nn

ILD NN N'Nnon
N'™IN'Y'0NVI'N NIXNM N7NN

no'Yn "IN'XNIVIXR ,'UOITX

1. Pulmonary arterial
hypertension
Small pulmonary artery walls
thicken and stiffen, leading to an
increase in blood pressure.

e
3. pulmun.,y \ 4. Chronic ~
hypertension due to lung thromboembolic

disease or hypoxia
Low oxygenation causes

2. Pulmonary
hypertension due to left
heart disease.

Left heart does not pump.
blood efficiently, leading to
an increase of pressure in
the right ventricle

Pulmonary blood clots block the

flow of blood causing an increase

of blood pressure in the
pulmonary arteries

:
Elevated
pressurein  Filling of left
right heart heart

PHT
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MILD COPD

Stage 1
80% Normal Lung Function

» Mild limitation of air flow

+» Chronic cough and mucus production possible

SEVERE COPD

Stage 3:
30-50% Normal Lung Function

COPD — nan> n'nn'on NIXN N7Nn

[lU'y U1 2N7 NN

D71y N7V ND7IN NINDY DY n'7NNn

D''NN NID'R DX TINA DTN "2'N0N oniy 7wl N9 N1'X

77 TIPON DY D'2QINONI DYINAINNA DI'X D'7910N

DN DX NXX7 TINN D'0'VAN ,0N"N7 NINNXN NIYWA 07910001 'x¥N
.NIY2 0"y NINS7 NISIN D'N'YT DITOVINNI
D'21nN N2 0'Nn 0'791vnnn 67%

MODERATE COPD nimY 7207 n715' onnnw oy Tir X7 07910000 47%

Stage 2:
50-80% Normal Lung Function

» Increased limitation of
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TYPES OF INTERSTITIAL LUNG DISEASE

: Idiopathic
BN moumeres 920

Idiopathic Pulmonary Fibrosis
(IPF)

Acute Interstitial Pneumonia
(AIP)
Non-Specific Interstitial
PNeumonia (NSIP)
Sarcoid
Cryptogenic Organizing
Pneumonia (COP)
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1. Pulmonary arterial
hypertension
Small pulmonary artery walls
thicken and stiffen, leading to an
increase in blood pressure.

2. Pulmonary
hypertension due to left
heart disease.

Left heart does not pump
blood efficiently, leading to
an increase of pressure in
the right ventricle

thromboembolic
\/ pulmonary hypertension
Pulmonary blood clots block the
flow of blood causing an increase
of blood pressure in the
pulmonary arteries

disease or hypoxia
Low oxygenation causes
pulmonary arteries to constrict,
reducing blood flow.

Thickened right -
myocardium

1
Elevated
pressure in Filling of left
right heart heart

5. Other PH
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Common Symptoms
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SAI.'I'V TASTING SKIN. POOR GROWTH/
WEIGHT LOSS
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Triggers for Initiating Primary and Secondary Palliative Care in Serious Respiratory lliness:
The Levers Model

Thresholds

z
$
[ Secondary
(7] Palliative Care
3 :
2 .
c Primary
@ Palliative Care
<}
=
) Advanced
Lung Function Symptoms Care Needs Exacerbations Therapies Caregivers
Domains

Secondary palliative care is sometimes referred to as specialist palliative care.
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Palliative Care
Intensity

COPD
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Primary and Secondary Palliative Care Integration in Serious Respiratory lliness

/4

Y

Primary Pailiative Care Cotisborative Primary + Secondary Paikative Care

Secondary Palliative Care

Shift focus from cure % hospice,

Cantrue ie-prolongwng thevapres. symptom X
bereavement. resprte. & survvorshp

management. & evohing advance care planning

4

Time
4+ Hospitalization
@ Lung Transplant Referral

@ nitiste Primary Palliative Care

- Lung cancer
@ |Initiste Secondary Palliative Care

- Pulmonary hypertension

Secondary palliative care is sometimes referred 1o as specialist paliative care
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FIGURE 1 | The maodel of breathlessness and management aporoaches. Adoopted from Spathis et al. (2 1)




Cough in pulmonary fibrosis

| Co-morbid conditions
« Rhinitis:

o Postnasal drip and upper airway
irritation exacerbate cough.
« Obstructive sleep apnea syndrome (OSAS):

e ~

Environmental and behavioral exposures

.= Smoking: Increases airway inflammation and
cough reflex sensitivity.

+ Medications: ACE inhibitors elevate bradykinin
levels, triggering chronic cough

o Intermittent hypoxia and airway ~
reactivity worsen cough. (= R )
« Asthma: Cough hypersensitivity
o Airway inflammation leads to chronic « Central mechanisms:
cough persistence. o Upregulated cough network activity in the
« Lung malignancies: = brain
= Tumor-related airway irritation can » Attenuated volitional cough suppression,
induce cough. resulting in impaired engagement of
« Gast phageal eeflux di (GERD): cough inhibition network
= Microaspiration and esophageal- « Peripheral mechanisms:
tracheal reflexes contribute to chronic » Fibrosis-related neuroplasticity
cough. o Mechanical distortion
o Alrway inflammation
- ¥
> Yl ™
Pharmacological and emerging treatments = Non-pharmacologic interventions .Q.
-4 S VA
« Opioids « Behavioral and psychological approaches
o Morphine sulfate o Cognitive Behavioral Therapy (CBT) & mindfulness —
o Nalbuphine (Opioid agonist-antagonist, current phase 2 reduce psychosocial burden of chronic cough.
trial NCT05964335). « Rehabilitation and therapy
« BI 1839100 (Current phase 2 trial NCT06360094) = Pulmonary rehabilitation — potential benefits for cough-
« Gefapixant (P2X3 receptor antagonist) related disability, but direct impact on cough unclear.
+ Orvepitant (Neurokinin-1 receptor antagonist) - has shown - Speech and language therapy — improves quality of life
cough frequency reduction in phase 2 study and reduces cough frequency, but effects are short-term.
\_ ) € J

FIGURE 1. Contributing factors to chronic cough in pulmonary fibrosis and current (non-)pharmacological treatment options.

Cough and dyspnea management in pulmonary fibrosis Allard van Veelen, Marlies S. Wijsenbeek and Thomas Koudstaal*
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