Journal of Taibah University Medical Sciences (2016) 11(1), 77—81

Taibah University

Case Report

Scleroderma overlap syndrome with interstitial lung disease and

pulmonary artery hypertension

Journal of Taibah University Medical Sciences

www.sciencedirect.com

ofSaud Arala

Wiy of ducation
TAIBAH UNIVERSITY

@ CrossMark

Mohan S. Jangala, MD (General Medicine)*, Venkata P.K.R. Lomati, Pharm-D **

and Arvinda R. Purma, PhD*

& Department of Medicine, Rajiv Gandhi Institute of Medical Sciences, Kadapa, India
® Department of Pharm-D, Rajiv Gandhi Institute of Medical Sciences, Kadapa, India

¢ Talla Padmavati College of Pharmacy, Warangal, India

Received 9 May 2015; revised 7 October 2015; accepted 14 October 2015; Available online 25 November 2015

el

S omloheal JRE e el ol Alls alall (aleat JAka da pdlie iad
@uﬁd\ ua‘)a\uaau.]aﬁﬁ uq)d\wew\ C_u..d\ Qh\).]nm\w):s\
Gl ) o Lema eday Y (5 AN Laiy cadlall 3aana 3alias plualy calial)
G (e o et alall Caliat JAIS X Dbe Al i pei Alas
8d g céw\;\.‘l)ﬂ R e céﬁ)\eﬂuni..b&m)b “éﬁ)d:\lﬁj ¢yl
b b sl Jualiall Clgll 5 (s lead) caluatll 4y y pud) LRl 5 aall
35l saladll aluaDU Ay Aplay) D) D < selal (gl G
Laiilas N eall Lbian dlaaly Te-Jamesplsnsi abad) alua¥ly

Baliadl lua¥)

sJalaill Ao HNa ¢ piiall (galad) aladl caloas ¢ 33 5 snllS sAualidall cilalst)
G5 il ol ek 51 ¢ e il gl Jeaaliall gl

Abstract

Scleroderma overlap syndrome is a rare condition that
presents as two or more connective tissue disorders in the
same patient. Some of these connective tissue diseases are
associated with a specific autoantibody profile, while
others do not show any serological association. We
report a case of a patient with scleroderma overlap syn-
drome who presented with fever, breathlessness, pulmo-
nary fibrosis, pulmonary hypertension, interstitial lung
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disease, anaemia and clinical manifestations of systemic
sclerosis and rheumatoid arthritis. The patient’s labora-
tory results were strongly positive for antinuclear anti-
body (ANA) and anti-topoisomerase-1 antibody and
seropositive for rheumatic fever and CCP antibodies.
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Introduction

Overlap syndrome is defined as entities satisfying the
classification criteria of at least two connective tissue diseases
(CTDs) occurring at the same or at different times in the
same patient. CTDs include systemic lupus erythematosus,
rheumatoid arthritis (RA), scleroderma (SSc), polymyositis/
dermatomyositis and Sjogren syndrome.1 The most common
combinations are scleroderma with systemic lupus
erythematosus, Sjogren’s syndrome, rheumatoid arthritis
and dermatomyositis.2 Here, we discussed about a case of
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overlapping features of rheumatoid arthritis and
scleroderma along with interstitial lung disease and
pulmonary artery hypertension.

Case report

A 55-yr-old agriculture labourer from the rural area of the
Kadapa district of Andhra Pradesh was admitted to RIMS
Medical College Hospital with the complaints of fever,
cough and breathlessness for two weeks before admission as
well as joint pains and stiffness of fingers from the previous 6
months. She had been diagnosed with scleroderma (1cSSc)
for 2 yrs and had inconsistently been on medication. On
appearance, she had a mild pallor, typical face (Figure 1),
sclerodactyly (Figure 2), calcinosis cutis was present on the
dorsum of the right foot (Figure 3) and wasting of the
distal phalanges of the hand. Loss of joint range of
motion, pain and stiffness of the metacarpophalangeal
joints of her feet, as well as small joints (proximal
interphalangeal and metacarpophalangeal) of both hands
were effected.

On examination, her pulse rate was 82 beats/min, Blood
pressure 150/90 mmHg and S; and S, were positive. Her
respiratory rate was 20 cycles/min. Her oxygen saturation
was SpO, 90, and she had basal lung crepitations. On
abdominal examination, she had mild hepatomegaly. Her
urine output was normal. On cutaneous examination, skin
thickening and stellate healed scars on the fingers and ankle
were present, as well as stiffness, pain on motion and
deformity changes of her hands.

Patient’s laboratory and diagnostic data

Her reports showed nonreactive HIV, and the HBsAg was
negative. A 2D-ECHO cardiogram report showed pulmo-
nary artery hypertension with a mean pulmonary artery
pressure of 30 mmHg. A chest X-ray showed a linear and
reticular pattern, superimposed upon ground-glass attenua-
tion in the basal region of the lung and mild cardiomegaly
(Figure 4). The high-resolution computed tomography

Figure 1: Photograph of the patient showing pinched nose and
forte ring appearance of mouth.

Figure 2: Photograph of hands showing stellate heeled scars on
fingers and ankle.

Figure 3: Photograph of the patient showing calcinosis cutis on legs.

sections closer to the lung bases showed evidence of inter-
stitial lung disease (predominantly subpleural in location)
with septal thickening, bronchiectasis and fibrotic changes
(Figure 5). Her sputum was negative for AFB. An abdominal
ultrasound showed mild hepatomegaly, minimal ascites and
renal parenchymal changes. A  barium swallow
examination showed moderate dilatation of 1/3 of the
oesophagus with a poor progression of peristalsis
(Figure 6). A renal Doppler showed that the main renal
artery and segmental renal arteries were a normal coloured
filling and exhibited a normal spectral wave pattern. Her

Figure 4: Chest X-ray shows that interstitial lung disease shows
linear and reticular pattern, superimposed upon the ground-glass
attenuation in the basal region of lung and mild cardiomegaly.
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