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Case review
57/M, Rheumatoid arthritis
Associated interstitial lung disease (UIP pattern)
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Previous PFT

Ref Pre % Ref
Spiro oy
| FVC Liters 4.87 2.08 43
FEV1 Liters 3.79 1.79 a7
FEV1/IFVC % 78 86
FEF25-75% LU/sec 3.35 2.37 71
IsoFEF25-75 Lsec 3.35 2.37 71
PEF L/sec 8.35 8.73 105
FET100% Sec 7.60
FIF50% L/sec 6.29
Diffu
mU/mmHg/min : 5.1 20
mU/mmHg/min 259 5.1 20
mU/mHg/min/L 4.09 1.83 45
mUOmHg/min/C 1.83
VA Liters 2.81
vC Liters 1.80



Echocardiography

Peak TR velocity
=4.25 m/s




Worsening exertional dyspnea
2 weeks

Cough 1 1

Non-purulent mucoid sputum 1
Febrile sense (+)

Elevated CRP 10.84 mg/di
Procalcitonin  0.06 ng/ml



Pneumonia Vs.
ILD acute exacerbation

-




ILD AE >> pneumonia

Short-term High dose steroid
3 days pulse therapy (500mg/day)
1 mg/kg 7 days

Cough , sputum, dyspnea —-> improved
WHO Functional class 1l - |l



Worsening dyspnea again!

Both leg pitting edema ++/++
- Functional class IV

Resting hypoxemia

94% on nasal prong 4 L/min

Cough, sputum : same as before
HR CT follow up : no interval change



chocardiography

1 TR Vmax 4.25 m/s E ‘ | TR Vmax 4.78 m/s|
TR maxPG 72.37 mmHg . < =Y TR maxPG 91.48 mmHy
RVSP 82.37 mmHg S : ; RVSP 101.48 mmHy




Management

« Short term management for RV failure
. Low dose dobutamine infusion
Lasix IV = negative |/O balance

 Sildenafil 20 mg ti d PO
- 5 days later > WHO Fc Il
- Sildenafil 40 mg t i d PO
- 2 weeks later > WHO Fc |l

Consider Inhaled prostacycline - patient refused



Discussion

Sero-positive Rheumatoid arthritis
Assoclated ILD (UIP pattern)

PH due to chronic lung disease
CTD (RA) associated PAH ?



Selection of good candidate for PAH target therapy 77




Selection of good candidate for PAH target therapy 77




2022 ESC/ERS
recommendations for PH-LD

Recommendations Class® Level®
In patients with lung disease and suspected PH, it is recommended to optimize treatment of C
the underlying lung disease and, where indicated, hypoxaemia, sleep-disordered breathing,
and/or alveolar hypoventilation
Inhaled treprostinil may be considered in patients with PH associated with ILD [734] B
The use of ambrisentan is not recommended in patients with PH associated with IPF [740] B
The use of riociguat is not recommended in patients with PH associated with IIP [181] B
The use of PAH medication is not recommended in patients with lung disease and non-severe PH" C
Recommendations GRADE Class® Level®
Quality of evidence Strength of recommendation
PDES5is may be considered in patients with Very low Conditional C
severe PH associated with ILD (individual
decision-making in PH centres)
The use of PDESis in patients with ILD and Very low Conditional C

non-severe PH is not recommended




Inhaled Treprostinil in PH-ILD: INCREASE trial

Multicenter, randomized, DB, placebo-controlled, 16-week trial

Inclusion criteri

End Point
Primary end point

Change in peak 6-minute wal
to wk 16 — m7{

Secondary end points{

Change in plasma concentra
baseline to wk 169

Mean (+5D) change — p
Median — pg/ml

Range — pg/ml
Rertiretert .

Occurrence of clinical worse

Any event
Hospitalization for cardi

Decrease in 6-minute wal
baseline

Death from any cause

Lung transplantation

Change from Baseline (m)

o Observed * MMREM oD

MCMC

P
Inhaled |_121 Value
treprostini

"

125

<0.001
______________ 120_
l B!
TT Placebo }
<0.001
0.04

4(2.5)
2 (1.2)

Wasman A, et al

12 16

. N Engl J Med 2021:384:325-34.
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 Acute
B

 Sub-acute

&

e Chronic

Cor pulmonale

Hypoxic pulmonary
vasoconstriction

RV dilatation

vascular remodeling

+ Hypertrophy

Acute PTE
Air/Fat/amniotic
embolism

ARDS
Severe pneumonia
Aspiration

Chronic lung disease
. ILD

COPD

TBDL
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