
Dr. Vlachoyiannopoulos replies
To the Editor:

We read with interest the comments of Drs. Barbhaiya and Erkan1 on our
work published in The Journal2. The authors raised 2 important issues. The
first was that as time passes, a great deal of organ damage is accumulated
in patients with antiphospholipid syndrome (APS), significantly affecting
their quality of life. We all agree with this, whichever way we quantify this
damage. For instance, Erkan, et al in a previous report counted in a simple
and informative way the events leading to disability3, to prove that
accumulated damage characterizes the progression of APS. When,
however, we have to evaluate large patient cohorts for a long time, a
damage index offers a rather generalized view of the disability of the
patient populations and helps the policymaking authorities to plan health
policies. The second issue is that the Systemic Lupus International
Collaborating Clinics (SLICC)/American College of Rheumatology
(ACR) Damage Index (DI)4 is probably not the optimal tool for the assess -
ment of organ damage in APS because it does not record all the aPL-related
damage and also does not define in a proper way damage related to venous
thrombosis.

We used the SLICC/ACR DI because it is the only well described,
already published and validated tool to measure organ damage for patients
with systemic lupus erythematosus (SLE). At the time of the preparation of
our manuscript, the abstracts suggested by Drs. Barbhaiya and Erkan5,6 had
not been published, and to our knowledge these papers are still known in
the form of abstracts. We agree that this tool has not been validated for
patients with APS; however, the items included in this instrument cover
almost completely the clinical events related to multiple brain and peri -
pheral infarcts or to venous thrombotic events. For instance, the neuro -
psychiatric section of SLICC/ACR DI includes the items cognitive
impairment, seizures requiring therapy for 6 months, cerebrovascular
accident ever, cranial or peripheral neuropathy (excluding optic), and trans-
verse myelitis. One should realize that the SLICC/ACR instrument was
built on clinical grounds, thus items suggested by the authors of this letter
such as “multiple sclerosis-like disease,” “diffuse pulmonary hemorrhage
resulting in chronic symptoms,” or “white matter changes” are neither well
defined nor at all clinical. We do not know whether the modifications to the
SLICC/ACR DI suggested by Drs. Barbhaiya and Erkan5 will provide
more accurate and meaningful measurements of DI in APS because their
work is still unpublished and needs validation. The work of Amigo, et al
aiming to validate a new physician-reported chronic DI in APS patients
(DIAPS)6 is also unpublished. Finally, when we read the EuroQol paper7,
we realized that even this is a position paper and needs validation. 

We hope that the work of Barbhaiya, et al5 and Amigo, et al6 will
appear soon in the literature in the form of full-length articles and will
provide more accurate DI measurements when applied in patients with

APS. There is, however, a theoretical question: because SLE and APS are
diseases that overlap and evolve from one to the other, how can anyone be
sure that a brain symptom, for instance, is related to demyelinating, to
thromboembolic, or to vasculitic process, especially when evaluating the
patients’ files retrospectively? Although this kind of differentiation is
important for understanding pathogenicity and probably of planning thera-
peutic interventions (we do not have many), it is probably meaningless
when evaluating endstage organ damage. Let us invest our efforts in
understanding pathogenesis and not in discussing minor things.
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