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Letters to the Editors
Comment on: 
Successful management of 
pulmonary hypertension with 
baricitinib in a dermatomyositis 
patient

Sirs,
We read with great interest the case by 
Rizzo et al., reporting the successful use of 
baricitinib in a patient with dermatomyositis 
(DM)-associated pulmonary hypertension 
(PH) (1). PH is a haemodynamic condi-
tion defined by a mean pulmonary arterial 
pressure >20 mmHg at rest, confirmed via 
right heart catheterisation (2). PH is clas-
sified into five groups, based on differing 
pathophysiological mechanisms, clinical 
characteristics, and therapeutic approaches. 
Importantly, only Group 1 PH should be la-
belled as pulmonary arterial hypertension 
(PAH). In the article by Rizzo et al., the 
term “PAH” appears to be used interchange-
ably for Group 1 and Group 3 PH. 
Group 1 PH/PAH involves increased pul-
monary vascular resistance due to structural 
or functional alterations in the pulmonary 
arteries (3), possibly caused by hereditary 
factors, drug/toxin exposure, and underly-
ing conditions including connective tissue 
diseases (CTDs), HIV infection, portal hy-
pertension, congenital heart disease, and 
schistosomiasis (2, 4). Differently, Group 3 
PH arises from chronic lung diseases and/
or hypoxia, particularly relevant in CTDs 
such as systemic sclerosis, where interstitial 
lung disease (ILD) is common. The remain-
ing PH groups include: Group 2, associated 
with left heart disease; Group 4, resulting 
from chronic thromboembolic or other 
pulmonary artery obstructions; and Group 
5, encompassing multifactorial or unclear 
mechanisms (2). Accurate classification is 
essential, impacting prognosis and treat-
ment strategies. 
Idiopathic inflammatory myopathies (IIM), 
including DM, are systemic autoimmune 
rheumatic disorders characterised by 
chronic skeletal muscle inflammation and 
progressive muscle weakness. In IIM, PH 
is most often linked to extensive ILD, cor-
responding to Group 3 PH, as observed in 
antisynthetase syndrome (5). Relevant to 
this case, lung function in IIM-ILD may sta-
bilise or improve with appropriate immuno-
suppressive therapy (6). Some reports have 
described possible cases of isolated PAH in 

patients with IIM, including those with DM. 
However, the occurrence of this subtype in 
IIM, as reported by Rizzo et al., appears ex-
ceedingly rare (3, 7).
The DM patient described underwent a di-
agnostic evaluation that included pulmonary 
function tests (normal), a high-resolution 
chest computed tomography scan (with no 
evidence of significant interstitial lung dis-
ease or cardiac involvement), transthoracic 
echocardiography (with indirect signs of 
PH), and right heart catheterisation (the gold 
standard for definite diagnosis of PH, com-
patible with this condition). Additionally, in 
our view, the inclusion of a ventilation/perfu-
sion (V/Q) lung scan could have further en-
riched the diagnostic assessment by exclud-
ing the possibility of chronic thromboem-
bolic pulmonary hypertension (Group 4 PH) 
(2, 3). This test is currently recommended by 
the European Society of Cardiology (ESC) 
and the European Respiratory Society (ERS) 
as part of the diagnostic work-up in patients 
with suspected PH (2). This consideration is 
pertinent for several reasons: baricitinib, the 
Janus kinase inhibitor (JAKi) administered, 
is contraindicated in patients with a history 
or presence of thrombosis (8); DM is asso-
ciated with a higher risk of venous throm-
boembolism (9); the use of intravenous im-
munoglobulin, previously administered to 
the described patient, can sometimes lead to 
thromboembolic events (10).
Regarding the therapeutic strategy em-
ployed, given the lack of robust evidence for 
the use of JAKi in DM-associated PH, we 
consider that other options could have been 
explored, namely the concomitant use of an 
endothelin receptor antagonist (ERA) and a 
phosphodiesterase 5 inhibitor (PDE5i), sup-
ported by the 2022 ESC/ERS guidelines (2). 
Although the clinical presentation of this 
case suggests improvement, the gold-stand-
ard method to confirm the resolution of PH 
would be reassessment through right heart 
catheterisation. 
In conclusion, we would like to emphasise 
that diagnosing and characterising pul-
monary PH subtypes represent a complex 
clinical challenge. Accurate classification 
requires a comprehensive evaluation inte-
grating clinical, imaging, haemodynamic, 
and laboratory data, and is best conducted 
within a multidisciplinary setting. A precise 
and prompt diagnosis is crucial to optimise 
patient outcomes and ensure the most ap-
propriate, evidence-based management.
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