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disorders.

INTRODUCTION

One type of autoimmune epithelitis is primary
Sjogren’s syndrome (pSS). One significant and seri-
ous consequence that arises from numerous collagen
tissue abnormalities is pulmonary arterial hyperten-
sion (PAH) [1]. To identify it at the asymptomatic
stage, early diagnostic techniques are needed.

A range of interstitial lung complaints, airway
complaints, pleurisy, amyloidosis, carcinoma, granu-
lomatous complaints, diaphragmatic myopathy, pul-
monary vasculitis, as well as mock-carcinoma are
examples of pulmonary instantiations in primary
Sjogren’s pattern’s patients. While primary Sjogren’s
pattern can coexist with pulmonary hypertension
(PH), other connective tissue disorders are more fre-
quently linked to other CTD (connective tissue diseas-
es) [2,3].
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Case presentation. A 26-year-old female having chest pain and exertional dyspnea diagnosed with severe PAH associated
with pSS is presented in this case study. Clinical, laboratory, and imaging findings supported the diagnosis, and treatment
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tissue diseases, encompassing pSS, remains challenging, underscoring the need for accurate diagnosis and timely
management with immunosuppressants and PAH-specific therapies.
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CASE PRESENTATION

A 26 year old female presented having chest pain
on exertion for 1 week and breathlessness on exer-
tion grade 2 MMRC, insidious in onset, progressive
in nature. No history of dry mouth, enlargement of
the parotids. She denied using additional medica-
tions or anorexicants. She also lacked any family
history of any kind. Heart rate, blood pressure, and
breathing rate were 105/min, 120/80mmHg, 24/min
correspondingly. A grade 2/6 systolic murmur in left
low parasternal area and a more acute P2 than A2
were found during the cardiovascular examination.

Laboratory exam showed thrombocytopenia —
72,000, leucopenia -3,900cells/cumm, Erythrocyte
sedimentation rate of 75. Autoantibody tests revealed
that anti-nuclear antibodies along with anti-Ro{SSA}
antibodies as well as antibodies to La {SSB} were pos-
itive, on the other hand, negative results were ob-
tained for double stranded DNA, ANCA (anti-neutro-
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FIGURE 1. Section showing stratified squamous epithelum, with underlying salivary gland with lymphocytic infiltration [4]

phil cytoplasmic antibodies), Sm, Jo-1 (histidyl-tRNA
synthetase) RNP (ribonucleoprotein), topoisomer-
ase-I (Scl-70). Lupus anticoagulant was detected
while antibodies to cardiolipin and antiphospholipid
antibody were negative. All of the serum comple-
ment protein levels were slightly reduced { c3-1.08g/1,
normal 0.83-1.93g/1; C4 0.113g/1, normal 0.15-0.57g/1}.
Hepatitis B virus antigen along with antibodies, an-
ti-hepatitis C antibodies, as well as anti-human im-
munodeficiency virus antibodies, had been all nega-
tive.

The results of the pulmonary function test showed
a normal CO diffusion capacity and ventilatory pat-
tern. A slightly enlarged right ventricle and grossly
normal lung fields were seen on the chest X-ray. The
electrocardiogram presented tall, peak P waves in
lead II, IIL, as well as aVF that is indicative of right
atrial hypertrophy. According to transthoracic echo-
cardiography, there was mild circumferential peri-
cardial effusion, ef-59%, severe tricuspid regurgita-
tion, right ventricle, RV dysfunction, grossly dilated
right atrium, in addition to main pulmonary artery.
There had been also no regional wall motion wall ab-
normality. After a lower lip biopsy with a Focus score
of 1.24 and a negative Schrimers test, a minor sali-
vary gland biopsy indicated localized lymphocytic
sialadenitis.

After considering her laboratory, clinical, imag-
ing, cardiologic, as well as the Revised International
Classification Criteria for Sjogren’s Syndrome by the
American-European Consensus Group, she had been
finally examined with severe PH linked to pSS. She
had been started on cyclophosphamide pulse thera-
py, ENDOBLOC-T (Ambrisentan 5mg - endothelin re-
ceptor antagonist and Tadalafil 20mg), 200mg hy-
droxychloroquine twice a day and corticosteroids.
Her dyspnea has significantly improved, in addition,
she is currently receiving follow-up therapy at an
outpatient facility.

DISCUSSION

Sjogren’s syndrome is a chronic inflammatory
autoimmune disorder defined by lymphocyte infil-
tration in the exocrine glands in addition to extrag-
landular regions. Dry mouth and eyes are one of its
symptoms [6,7]. The disease predominantly impacts
women in their forties as well as fifties, with a fe-
male to male ratio of nine to one. It is most frequent-
ly secondary to rheumatoid arthritis, but it can also
be primary to another CTD [8]. The illness can pres-
ent with a range of clinical symptoms, including ex-
ocrinopathy (ocular or else salivary involvement,
such as keratoconjunctivitis sicca), less frequent
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FIGURE 2. Leucocytoclastic lesions seen in bilateral lower limbs

5]

gastrointestinal or respiratory tract involvement, as
well as systemic extraglandular symptoms (for ex-
ample Raynaud’s phenomenon, lymphoma, lung,
kidney involvement, or else arthritis). pSS can cause
pulmonary symptoms such as airway disease, vari-
ous forms of lymphoma, diffuse interstitial lung dis-
ease, pseudolymphoma, Plueral effusion, and others
[9,10]. Scleroderma, its restricted cutaneous varia-
tion, calcinosis, Raynaud phenomenon, esophageal
dysmotility, sclerodactyly, telengiectasis (CREST)
syndrome, SLE (systemic lupus erythematosus), as
well as MCTD(mixed connective tissue disease) are
the prevalent CTDs that are linked to PH [11-14].

Primary Sjogren’s disease is hypothesized to
have PH as a result of vasculitis with protracted va-
sospasm and structural vascular remodeling, which
ultimately results in the irreversible thrombotic
blockage of pulmonary arterioles. The exact PH’s
pathophysiology is not known. As per Launay et al.,
Raynaud phenomenon, interstitial lung disease, and
cutaneous vasculitis had been more frequent in pSS
individuals with PAH (pulmonary arterial hyperten-
sion) than in those without PAH. They were also
more likely to have positive rheumatoid factors, hy-
pergammaglobulinemia, and autoantibodies against
nuclear, Ro/SSA, and RNP. These findings suggest
that autoimmunity, B-cell activation, as well as sys-
temic vasculopathy, contribute to pathophysiology
of PAH linked to main Sjogren’s syndrome, hence
corroborating the notion that immunosuppressants
are essential for treating PAH in pSS [15].

Because there aren’t many cumulative instances,
there isn’t a perfect treatment plan for PAH linked
to primary Sjogren’s disease. However, as PAH is the
primary cause of CTD-PH and because PAH linked
with CTD-PAH (connective tissue disease) as well as
idiopathic PAH share pathogenic pathways and sim-
ilarities in histology, idiopathic PAH treatment may
also be suitable to CTD-PAH. If hypoxemia is pres-
ent, oxygen should be given in addition to the possi-
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bility of using diuretic medication to lower the
right ventricular preload. Long-term anticoagu-
lants have been linked to better survival in idio-
pathic PAH; however, their effectiveness in treat-
ing people with PAH from other causes, such as
CTDs, has not been established [13]. The right
heart’s afterload should be decreased by using
efficient pulmonary vasodilators. When doing
the right cardiac catheterization, responders to
the short-acting vasodilator challenge test should
be treated with calcium channel blockers. It is
well known, nonetheless, that fewer than 10% of
individuals with idiopathic PAH benefit from
this medication6. Moreover, compared to indi-
viduals with idiopathic PAH, a larger number of
CTD-PAH patients do not react to calcium-chan-
nel blockers. Numerous medications that target
the PAH pathway have been produced. Strong vaso-
dilators for example Treprostinil, Iloprost, and Epo-
prostenol are examples of prostacyclin analogues
that may be employed. Endothelin receptor antago-
nists, like Bosentan along with Ambrisentan, may
also be utilized since PAH raises endothelin, which
has strong vasoconstrictive effects. The third thera-
py targets the “nitric oxide pathway. Phosphodi-
esterase-5 inhibitors, for example, Vardenafil as
well as Sildenafil, block cyclic guanosine monophos-
phate, the second messenger in nitric oxide-induced
pulmonary vasodilation. Since immunological or
inflammatory pathways are significant in the ori-
gins or development of PAH, especially in the CTD-
PAH”, corticosteroids and/or other immunosuppres-
sants would be utilized in addition to these
traditional PAH medications. According to certain
research, pulse steroid therapy for PAH linked to
MCTD is beneficial since it improves dyspnea func-
tional class as well as hemodynamic parameters.
Additionally, it had been demonstrated, cyclophos-
phamide intermittent palpitation remedy was salu-
tary for mild to moderate PAH linked to SLE [7].
While randomized controlled studies on PAH linked
to other CTDs were not yet available, The PAH asso-
ciated with pSS treatment protocol was proposed by
Launay et al. They suggested that individuals with
NYHA class I/IT dyspnea should be treated with orig-
inal immunosuppressive medication (cyclophos-
phamide or azathioprine); patients with NYHA class
III/IV dyspnea should be subjected to standard PAH
medication (phosphodiseterase-5 impediments, en-
dothelin receptor antagonists, or else prostanoids)
[7,15].

CONCLUSION

The long-term prognosis for cases of “CTD-PAH is
recognized to be worse than that of idiopathic PAH.
Furthermore”, data gathered indicated that the sur-
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vival rates were also low in cases of PAH linked to
primary Sjogren’s pattern. In cases when PAH has
been associated with primary Sjégren’s pattern, cor-
rect diagnosis and prompt, efficient treatment with
immunosuppressants as well as standard PAH rem-
edy are therefore crucial.

Ethical approval

The participant provided their informed consent
before their involvement in the research. The
Saveetha Medical College and Hospital Institutional
Ethics Committee gave its approval to the protocol,
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