DOI: 10.7860/JCDR/2016/17540.7024

Section

o
£
L
k]
5]
=
©
c
£
9]
2
£

ABSTRACT

Lady Windermere Syndrome:
A Very Rare Entity In Indian

Medical Scenario

RAGHAVENDRA RAO', SHUBHA SHESHADRI?, NAVIN PATIL?, KARTHIK RAO*, AVINASH ARIVAZHAHAN?®

Bronchiectasis is a common respiratory disorder, which we come across in clinical practice. Patients with bronchiectasis are prone to
infections, especially of Mycobacterium tuberculosis. However, non-tubercular Mycobacterial infections may also set in, though rare.
Here, we report an unusual case of Mycobacterium avium complex infection in a case of middle lobe bronchiectasis that was seen in a
middle-aged immunocompetent female, a syndrome known as Lady Windermere Syndrome.
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CASE REPORT

A 48-year-old thin-built (BMI of 18.2 kg/sg.m.) female was admitted
with history of recurrent episodes of cough with expectoration for
the past 10 years, dyspnoea and fatiguability for the past 5 years,
and pedal oedema for the past 10 days. There was no history of
fever, postnasal drip, gastro-oesophageal reflux, anorexia, weight
loss, chest pain, paroxysmal nocturnal dyspnoea, orthopnoea or
palpitations. Also, there was no history of tuberculosis in the past.
The patient was not a smoker.

On general examination, her vitals were stable. The patient had
bilateral pitting pedal oedema, coarse crepitations in the right
mammary area, loud S2 and ejection systolic murmur in the
pulmonary area.

Basic laboratory evaluation showed complete blood profile, renal
and liver functions to be normal. Chest X-ray showed evidence
of right middle lobe bronchiectasis [Table/Fig-1]. Sputum culture
showed no growth, and stain for acid-fast bacili (AFB) was
negative. The patient was also negative for HIV and hepatitis
serological tests. Pulmonary function test showed evidence of small
airway obstruction. Bronchoscopy findings were normal, except for
secretions in the right middle lobe bronchus.

For further evaluation, a contrast-enhanced CT scan of the thorax
was done, which revealed varicose bronchiectasis involving the right
middle lobe [Table/Fig-2,3] and lingular bronchiectasis of the left
upper lobe [Table/Fig-4]. Brochoscopic alveolar lavage fluid was sent
for analysis, which grew strains of Mycobacterium avium complex
(MAC). A 2D ECHO was done, which showed evidence of severe

pulmonary artery hypertension and gross tricuspid regurgitation,
with good right ventricular function. Also, the patient was asked
if she had the habit of voluntarily suppressing cough, to which her
response was affirmative. She was a habitual cough suppressor,
as a mechanism to prevent episodes of upper abdominal pain on
recurrent cough episodes. With all these findings observed, we
concluded that it was a case of ‘Lady Windermere Syndrome’. We
started the patient on a 3-drug regimen (rifampicin, ethambutol and
clarithromycin). After 2 months of follow up, the patient’s symptoms
had slightly improved [Table/Fig-5].

DISCUSSION

Runyon’s classification of NTM into four broad categories has been
widely in use since its introduction. Mycobacterium avium complex
(MAC) is an NTM that belongs to group 3 of this classification
system [1]. MAC infections are most often seen in patients with pre-
existing lung diseases. Bronchiectasis is one major risk factor for the
acquisition of MAC infection. When a middle-aged woman presents
with MAC infection following right middle lobe or lingular lobe
bronchiectasis, the patient is diagnosed to have “Lady Windermere
Syndrome” (LWS), the eponym commonly used for NTM infection
[2].

Reich et al., first described Lady Windermere Syndrome (LWS) in
1992, based on observations from six patients, who were all elderly
or middle-aged females [3]. Since then, there have been a few
cases (mostly in white women) reported, chiefly from the West, and
from Southeast Asia. To the best of our knowledge, we could not

[Table/Fig-1]: Chest X-ray showing right middle lobe bronchiectasis. [Table/Fig-2]: CECT thorax showing right middle lobe bronchiectasis. [Table/Fig-3]: CECT thorax
showing middle lobe bronchiectasis.
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[Table/Fig-4]: CECT thorax showing lingular bronchiectasis of left upper lobe.
[Table/Fig-5]: Chest X-ray after 2 months of follow up.

find reports of the syndrome in the Indian population in the available
medical literature, making it a very rare entity in the population. Since
no exact number of cases can be arrived at, it may not possible to
know the incidence and prevalence in the population. Since India
is home to several individuals affected with tuberculous bacteria,
the number of patients with non-tuberculous lung disease will be
lesser. Conversely, in the West, wherein the TB disease burden is
negligible, the prevalence of NTM diseases is significantly higher.
Another reason could be the distribution of the bacteria themselves,
with the NTM being more commonly distributed in the West, as
compared to India [4]. The syndrome is named after a fastidious
character in one of Oscar Wilde’s plays, “Lady Windermere’s Fan”.

LWS appears to be more common in thin females, who have
never smoked, and who have no underlying pulmonary disease
[6]. Voluntary suppression of cough (hence, fastidious) in these
women is hypothesized to cause reduced clearance of secretions
from the right middle lobe and lingular segments, which have long
and narrow bronchi with acute angulations, thus predisposing the
patients to MAC infection [6-8]. This has been reported in several
cases available in the literature. One such example is of a patient
who used to suppress cough only to avoid the sternal pain that
appeared after each episode of cough [9]. A similar scenario was
experienced in our case as well.

Iseman et al.,, described most of their patients with LWS as
having a high incidence of skeletal abnormalities (including pectus
excavatum, mild scoliosis and straight back) [10]. This has been
reported to be a common association in other reports as well [11].
Also, another commonly reported association is that with various
connective tissue disorders, as evident from the literature [10].
However, these features were not seen in our patient, probably
disproving the universal existence of such associations. Most of the
reported cases were in thin and poorly built females, as was the
case in the current scenario as well [12].

The diagnosis of LWS requires consistent symptoms with one of the

following additional signs [1]:

1. Chest X-ray or CT scan showing evidence of right middle lobe
(or left lingular lobe) lung infection.

2. Sputum culture or bronchoalveolar culture

demonstrating the infection caused by MAC.

lavage

LWS is usually treated with a three-drug regimen of clarithromycin
(or azithromycin), rifampicin and ethambutol, with the total duration

www.jcdr.net

of therapy lasting for at least one year [1,5,13]. There have been
reports of complete resolution at the end of pharmacotherapy for
a year [14]. The drugs are commonly administered thrice daily, in
view of better patient compliance [15]. However, a few patients may
require surgical intervention in the form of thoracoscopic pulmonary
resection [16].

CONCLUSION

Although in countries like India, pulmonary tuberculosis poses
a major health burden, non-tubercular mycobacterial diseases
should also be considered in atypical scenarios, wherein there is
no TB contact history, or when the patient does not have classical
symptoms of TB. Especially when the patient is a middle-aged or
an elderly female patient with bronchiectasis, Lady Windermere
syndrome has to be on the list of differential diagnoses.
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