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Abstract

Hyper-lucent one sided lung syndrome or Swyer James Macleod syndrome is uncommon entity. Sometimes it might be
associated after bronchiolitis obliterans infections occurring during earlier part of life. Resultant Pulmonary hypo perfusion
because of incomplete or absent development of the pulmonary arteries resulting in a reduced amount of blood flow in lungs is a
characteristic feature of it. Typically, this disorder is diagnosed incidentally in recurrent childhood respiratory infections
evaluations or occasionally it may follow a silent course only to be diagnosed at adulthood. Here, we report a case in a 70-year-
old male person with Swyer James Macleod syndrome incidentally diagnosed while workup for a COPD differentials who
presented with dyspnoea on exertion, cough with expectoration. Hence this case highlights the importance of computerized
tomography in the diagnostic workup of a case of hyper-lucent lung. All smokers presented with breathlessness and huperlucent
lungs may not always be an emphysematous COPD cases. It could be a case of COPD with SIMS though extremely rare. Hence
should be thoroughly investigated.
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Introduction

Swyer James Macleod Syndrome or hyper lucent
one sided lung syndrome with failure to develop and /or
hypoplasia of the lung blood vessel supply resulting in
respiratory  organ  parenchyma  hypo-perfusion
presenting as characteristic radiological pattern like
unilateral hyperlucency or semi transparency of
respiratory organ [1]. It is a rare entity related to
bronchiolitis obliterans occurring infection during
childhood [2]. Diagnosis is often made during
childhood while evaluating for repeated respiratory
infections. However occasionally patients without
symptoms or having minimum or no bronchiectasis
after effects or with minimal symptom diagnosis could
also be made late until adulthood [3]. One of study
comprising 17450 x-ray chest evaluations Macleod
Swyer James Syndrome was found to be 0.001% [4].

Inflammation and fibrosis is a end result due to
Bronchiolitis Obliterans involving the walls and
surrounding tissues of the membranous and respiratory
bronchioles leading to narrowed lumens [5]. Fibrosis of
the inter-alveolar septae causes obliteration of the
respiratory organ capillary bed and secondarily
diminishes blood flow to the key artery segments,
leading to the hypo-plastic blood vessel development as
discovered in SJMS. Additionally, the reduction in
ventilation causes a compensatory decrease in
perfusion. Hyper-expansion of the terminal air sacs
secondary to bronchiolar obstruction of the peripheral
airways offers extra mechanical resistance to flow
through the alveolar capillaries and contributes to
atrophy of the vascular beds [6].

Hypoplasia of the pulmonary arteries may be a
reflection of this decrease in blood flow. Due to the
reduced parenchymal perfusion, this syndrome is
usually mentioned as semitransparent or hyper-lucent
unilateral respiratory organ [7].

Herein, we presented a 70 years old male patient
with unilateral hyper lucent lung syndrome (SIJMS)
found during routine workup for a progressive
breathlessness along with cough and expectoration.

Case Report

An old man of seventy years was admitted to this
department with a four year history of dyspnoea on
exertion which was progressive and cough and
expectoration.

Patient was an illiterate labourer who was chronic
alcoholic and a chronic smoker since last fifty years. He
had recurrent episodes of dyspnoea and cough with
expectoration. No notable or recorded childhood or
adulthood ailment history. There was no other relevant
medical specialty or family related antecedents
presented by patients. On physical examination patient
was very cooperative maintaining calmness in spite of
his distress. He had a raised blood pressure of 200/100
mm hg; regular pulse rate of 88 beats per minute,
respiration rate of 20 breaths per minute with recorded
an oxygen saturation of 76 % while breathing at room
air. On auscultation he had a bilateral ronchi. On chest
examination no gross abnormality was seen. Percussion
note was bilaterally resonant. The rest of his physical
examination was normal.

He had a haemoglobin value of 10.4 mg% with
white blood cell counts of 11600 per mm? and platelet
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count of 225,000 per mm3. His oxygen saturation while
breathing at room air at the time of admission was 76%.
His electrocardiogram showed p-pulmonale with sinus
rhythm otherwise found to be well within expected
limits. Blood serum electrolytes levels, Serum
Creatinine and blood urea were normal. Hepatic
transaminases, bilirubin levels, blood serum alkaline
phosphatase, total serum proteins and albumins were
also founded to be normal. A chest X-ray on admission
(Fig. 1) showed comparatively more hyper-lucent lung
on the right side chest. Subsequently a repeat check
chest X-ray was done showing an alveolar-interstitial
congestion finding on the left side with comparatively
hyper-lucent lung on the right side chest (Fig. 2).

Fig. 1: X-ray chest showed right sided hyper-lucent
lung

Fig. 2: X-ray Chest (repeated) showed a congested
alveolar-interstitial pattern on the left side with
comparatively hyper-lucent right side lung

The patient was advised admission to our unit for
further management and diagnostic evaluation. Patient
was initially given diuretic management (Inj. Lasix in
dose of 20 mg thrice a day), antihypertensive treatment.
He was given symptomatic management and also high
flow supplemental oxygen with a mask. A pulmonary

function test (PFT) was done which reported as an
obstructive-restrictive pattern. A subsequent repeat
good quality digital x-ray chest was done to reassess the
hyper-lucent lung to rule out probable emphysematous
chest, encysted pneumothorax or large bullous lesion.
There was ipsilateral shift of the mediastinum to the
right side huperlucent chest (Figure 3).

Keeping in vascular causes / Macleod leod
syndrome as one of the various differentials patient was
advised and planned for the computerized tomography
chest (CT) and pulmonary angiography (Angio-CT).
CECT confirmed the findings as area of hyperlucency
affecting major part of right lower lobe (Figure 4a, 4b)
that on pulmonary angiography (Figure 5a & 5b)
showed paucity of branches of right pulmonary artery
involving the affected part of lung along with presence
of centrilobular variety of emphysematous changes
more on right lung than left lung, compatible with
SIMS.

Ventilation perfusion scan was advised for further
work up. He was also recommended to get influenza
and pneumococcal vaccinations along with on-going
treatment. Owing to his financial condition and
reluctant to accept any such vascular or perfusion defect
patient refused both advices. The patient having
mitigated of most of his symptoms declined further stay
in the hospital and he was prescribed conservative
management for breathlessness.

Fig. 3: X-ray Chest (follow up) showed that there
was ipsilateral shift of the mediastinum to the right
side huperlucent chest
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Fig. 4a: CECT Chest- Lung window (Axial view)
showing hyperlucent right lung lower lobe with Fig. 5b: Pulmonary angiography (Coronal view)
diminished vascularity showing hypoplasia of right pulmonary artery and
its branches

|
Discussion
In our this case, keeping in view of adulthood,
smoking habits and late onset of symptoms chronic
obstructive lung disease was thought of. The patient can
be completely asymptomatic with hyper-lucent lung
field as an incidental finding on the x-ray chest
conducted for other indications. Recurrent respiratory
infections, productive cough, shortness of breath and
progressive dyspnoea on exertion as in our case may be
the alternate presentations [8]. The primary impression
from the radiological pattern was according to right
sided emphysematous changes. Finally, a radiological
Fig. 4b: CECT Chest- Lung window (Coronal view) on computerized tomography chest (CT) and
showing hyperlucent right lung lower lobe with Pulmonary angiography (Angio-CT) confirmed the
diminished vascularity findings as area of hyperlucency affecting major part of
right lower lobe which on further pulmonary
angiography showed only small or insufficient branches
of pulmonary artery within the affected segment
suggestive of Swyer James Syndrome along with
presence of centrilobular variety of emphysematous
changes more on right lung than left lung.

Fig. 5a: Pulmonary angiography (Axial view)
showing hypoplasia of right pulmonary artery and
its branches
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Table 1: Causes of unilateral hypertranslucency of the lung [9]

Normal Soft tissue Emphysema
e Increased density of | ¢ Mastectomy e Compensatory: lobar collapse,
contralateral lung, e.g. pleural | ¢ Congenital absence of pectoralis lobectomy
effusion/thickening, muscle e Obstructive:  foreign  body,
consolidation e Poliomyelitis tumour, Macleod's syndrome,
congenital lobar emphysema
o Bullous
Technical Vascular Pneumothorax
e Rotation, scoliosis e Absent/hypoplastic  pulmonary
artery
e Obstructed pulmonary artery,
e.g. by tumour, embolus
e Macleod's syndrome

Considerably, a comparatively uncommon and
complicated SIMS disease is characterised by unilateral
hyperlucency of a partial section of or the whole lung.
This Syndrome was first ever described way back in
1953 by Swyer and James and further it was elaborately
detailed by Macleod in 1954 [3,10]. This disorder may
present with various clinical features and the reported
prevalence of this disease is 0.01% in 17,450 survey
chest radiograph [11]. Present thought is that disease is
of an acquired nature secondary to viral bronchiolitis
and pneumonitis occurring during childhood with
various etiological association [2] like with
mycobacterium tuberculosis, influenza A,
paramyxovirus morbillivirus, mycoplasma pneumoniae,
Bordetella pertussis and adenovirus types 3, 7 and 21.
Our patient had repeated episodes respiratory infections
or pneumonic spells during his childhood. Such patients
may sometimes present clinically with cough of
productive nature, breathlessness on exertion, at times
may be with haemoptysis. Those patients with very
little or absent sequelae of bronchiectasis, or who are
with few symptoms or even who remain symptomless
usually left without diagnosis till late life [12] to be
diagnosed incidentally as in our case too. In our case
we clicked the final diagnosis of SIJMS while old
chronic smoker was being routinely worked up as a
case of COPD. Obstructive — Restrictive pattern as seen
in PFT in our case too could better justify and explained
the aspects related to dual disease of SJIMS and COPD.
Air trapping in lung during expiration in COPD along
with one-sided hyperlucent lung or pulmonary lobar
hyperlucency on Radiological based diagnosis of
Macleod's syndrome ultimately resembled as a mosaic
pattern [13]. There might be a variable degree of lung
parenchyma destruction with or without associated
bronchiectasis. Additionally the affected pulmonary
artery as seen on pulmonary angio-CT typically has
pathological reduced calibre thus consequently leading
to a reduced blood flow to the respiratory organ.
Finally, another characteristic feature seen is the change
in perfusion due to pathological involvement within the
morbid respiratory organ sections thus leading to

atelactatic compression area of healthy lung due
unconventional hyperinflation of affected lung [14].
This is thus a valid reason to better diagnose this
syndrome in such cases with HRCT on inspiration and
expiration further reconfirmed with an angio-CT. A
ventilation-perfusion respiratory organ scanning [15]
might even be performed however false-positives might
seem in the presence of any disorder involving distal
airway obstruction (such as, bronchiolitis obliterans,
bronchial asthma or congenital lobar emphysema).
Timely protection with influenza and pneumococcal
vaccinations along with the early management of
respiratory organ infections is desirable for SIJMS
treatment [1,12]. Resection of the affected lung was
fortunate [1]. There is absence of any specific morbid-
mortality study with SIMS in literature.

Conclusions

Summarising, the present case emphasizes that a
chest X-ray might underestimate the prevalence of the
SIMS syndrome. There is likelihood of missing the
diagnosis among smokers who might have emphysema
or bullous lesion on the chest x-ray [16]. Only a strong
suspicion and prompt complementary imaging can
facilitate diagnose SIMS. This case is reported as only
very few cases have been reported worldwide of adults
presenting with SIMS.
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