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TEXT

To the Editor,

We read with great interest the article published in Pediatrics and Neonatology by Aygun and
colleagues.® The authors described the cases of two children of Turkish origin who had
leukocyte adhesion deficiency type Il (LAD Ill). To date, fewer than 40 cases have been
reported in the literature. In this article, the authors provided clinical data and conducted a
biological investigation, including genetic analysis, that led to the diagnosis. They also

provided interesting information regarding the treatment.

The patients described by Aygun and colleagues harbored a Glanzmann-like bleeding
phenotype associated with recurrent infections, which are reported in almost all patients with
LAD lll. The authors stated that hematopoietic stem cell transplantation (HSCT) was the only
proven curative therapy for the disease. Indeed, several other groups reported the cure of
LAD Il using HSCT. One of the two patients reported by Aygun and colleagues died a few
months after HSCT because of bacteremia and graft-versus-host disease. They assumed
that the delayed diagnosis and HSCT accounted for the outcome. They stated, like other
authors, that performing HSCT in early infancy will improve the outcome of LAD Ill. However,
an early HSCT would preclude the precise evaluation of disease severity, which can vary
among patients with LAD Ill. Furthermore, HSCT is associated with a high treatment-related
mortality. Indeed, several authors reported HSCT-related deaths in patients with LAD 111.%°
Other groups reported graft failure. As proposed by several investigators, the recovery of
recipient hematopoiesis after HSCT may be related to the osteopetrosis-like increased bone
density observed in several patients with LAD IIl. Overall, no clear evidence supports the
systematic and early use of HSCT in LAD Ill. Optimizing the treatment of bleeding and

infections without performing HSCT may be an appropriate approach for the management of

this disease, at least for the patients with the mildest symptoms. Indeed, several authors



reported that patients treated for LAD Il survived even without HSCT.? However, these

investigators provided limited data regarding the treatment.

The optimal management of LAD IIl remains to be delineated. Owing to the rarity of the
disease, evaluation of the HSCT benefit-to-risk ratio is not straightforward. Reporting of LAD
Il cases is pivotal for a precise description of the disease phenotype. Data regarding long-
term management of patients with LAD Il treated without HSCT are scarce but would be

greatly useful to evaluate the different therapeutic options.
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