
Burkholderia infection and
survival in CF
We read with interest the paper by Jones et al1

indicating the experience of the Manchester
Adult CF Unit in the survival of patients with
cystic fibrosis (CF) in the first 5 years
following chronic infection with the B cepacia
complex (Bcc).
The authors appear to have shown that 31

patients with B cenocepacia had a worse
prognosis than Pseudomonas aeruginosa
infected patients. Despite the title of the
paper, they had insufficient patients chroni-
cally infected with B multivorans to draw any
similar conclusions. Although these are not
new findings, we congratulate them on their
attempt to throw light on a difficult topic
within the microbiology of CF. However,
there are several anomalies in the study that
cause concern. Firstly, they state that the
5 year survival in the B cenocepacia group was
66.6%, yet the figure (which incidentally
contains data for 7 years) clearly shows the
rate to be around 30%. Also, table 2 states
that 19 (of 31) of these patients (61%) died
within the study period, a value that fits with
neither of the two previous statements.
Secondly, although there were significantly
more deaths in the B cenocepacia group, these
patients apparently did not have increased
treatment requirements or diminution in
spirometric parameters compared with the
matched group. This implies deterioration in
respiratory function that was rapid enough to
not affect the statistical calculation, but that
falls short of the ‘‘cepacia’’ syndrome, which
seems unlikely. We wonder whether a differ-
ent statistical method may have produced
more meaningful results. Finally, the authors
state in the discussion that the only other
studies of outcome of Bcc infection are in CF
patients following transplantation. We are
surprised that they appear to be unaware of
the well conducted study by Ledson et al from
our unit, published in this journal in 2002,2

which showed the outcome for 37 CF patients
chronically infected with B cenocepacia, none
of whom were listed for transplantation. This
study used a more robust method of statis-
tical analysis to show that B cenocepacia
infected patients had an accelerated loss of

lung function with a fourfold increased risk
of mortality and a trend towards worsening
nutrition—results in keeping with those
produced by the US CF Foundation.3

However, we do agree with the authors
that further work needs to be done to assess
the effect of infection by other genomovars
(including B multivorans) on morbidity and
mortality in patients with CF.
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Authors’ reply
We thank Drs Ledson and Walshaw for their
interest in our recent paper,1 although we are
not in agreement with some of their com-
ments. They feel that there are anomalies for
fig 1; they need to inspect it again more
carefully. The survival for 1 year (12 months)
and 5 years (60 months) is given in the table
as 80% and 66%, as is represented in the
figure. The timescale on the x axis in fig 1 is
given in months. The data in the figure are
not limited to 5 years as it contains survival
data for patients throughout the entire study
period. For some patients, data were available
and are presented for over a decade rather
than the 7 years suggested by Ledson and
Walshaw.
As is clearly stated in the paper, the data

for spirometry, body mass index and treat-
ment requirements were, however, limited to
5 years from onset of infection. We collected
annual spirometry figures from time of
acquisition of infection. We did not demon-
strate a significant difference in the decline in
FEV1 or FVC between the two groups of
patients infected with Burkholderia cenocepacia
and Pseudomonas aeruginosa, respectively, but
we are unable to exclude the possibility that
there may have been a large fall in spiro-
metric parameters in the last few months
before death in patients infected with B
cenocepacia. If the rate of decline in spiro-
metric data is linear, the use of linear
regression—as suggested by Drs Ledson and
Walshaw—would not significantly alter the
findings. We note that they reported a linear
rate of decline in their previous study.2 We
also observe that the study by Ledson et al did
not match the patients for spirometry at
baseline. The effect of the B cepacia complex
(Bcc) on lung function and spirometry is
complex and, as mentioned in our discussion,
other studies have also shown a decreased
survival among patients with Bcc without
any demonstrable difference in lung function
decline.3 4

Drs Ledson and Walshaw have looked at
survival at their own centre.2 Although a
relatively recent paper, they used the redun-
dant term of B cepacia in their title rather than
the Burkholderia cepacia complex which is the
current nomenclature. It is accepted that
infection with the ET12 B cenocepacia strain
confers a clinical disadvantage, and many
authors have reported their own experiences
of a poor clinical outcome following infection
over the past two decades. Our study was the
first to compare survival between P aeruginosa
infected patients and those with different Bcc
genomovars (other than the papers discussed
in our article that look at this after trans-
plantation). It presents data to show that
adults with cystic fibrosis (CF) infected with
some Bcc genomovars have the same out-
come as those infected with P aeruginosa. Our
study has been supported by another recently
published paper from the Belfast CF Centre.5
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LETTERS TO THE EDITOR

If you have a burning desire to respond to
a paper published in Thorax, why not make
use of our ‘‘rapid response’’ option?
Log on to our website (www.thoraxjnl.

com), find the paper that interests you, and
send your response via email by clicking on
the ‘‘eLetters’’ option in the box at the top
right hand corner.

Providing it isn’t libellous or obscene, it
will be posted within seven days. You can
retrieve it by clicking on ‘‘read eletters’’ on
our homepage.

The editors will decide as before whether
to also publish it in a future paper issue.
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CORRECTION

CARD 15 GENE MUTATIONS IN
SARCOIDOSIS
The order of the authors of this letter which
appeared on pages 354–355 of the April issue
of Thorax was published incorrectly. The
correct order is: L-P Ho, F Merlin, K Gaber,
R J O Davies, A J McMichael, and J-P Hugot.
The publishers apologise for the error.
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