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We carefully read the correspondence [1] on our manuscript “The Allergic Phenotype
of Children and Adolescents with Selective IgA Deficiency: A Longitudinal Monocentric
Study” [2].

The first issue was about the nomenclature of Inborn Errors of Immunity, which
continuously evolves. As stated in the comment, ESID defines the disease of interest as
“IgA deficiency” [3]. At the same time, the IUIS classification uses the term “Selective IgA
deficiency” in both cases to indicate the lack of IgA (less than 0.07 g/L) with normal other
immunoglobulin isotype levels [4]. Some authors make a distinction between “absolute”
IgA defect, when the patient’s serum IgA level is less than 0.07 g/L, and “partial”, when the
IgA level is at least two standard deviations below that normal for their age [5,6]. Moreover,
the term partial has also been associated with the term “selective” by some authors [7,8].
Despite classification efforts, partial and absolute/selective IgA deficiencies cannot be
considered exclusive categories, especially in a longitudinal setting, as individuals initially
classified as partial IgA deficiency can later fulfil the criteria for absolute IgA deficiency
and vice versa. Indeed, in our study, six out of eight patients with partial IgA deficiency
seen at enrollment progressively reduced their serum levels to <0.07 g/L. Thus, almost all
the patients included in this study fulfilled the criteria of absolute IgA deficiency at least
once during the study period.

Secondly, we observed that children with selective IgA deficiency were more likely
to have transitory lymphopenia at the initial evaluation than at the end of follow-up.
However, we stated that none of the study participants displayed severe lymphopenia.
Univocal referral values for the minimum lymphocyte count defining lymphopenia are
not available for children, and different studies report similar but not overlapping values,
varying accordingly with age. Our study’s median age at the first evaluation was 5.5 years
(IQR 3-8 years), and the median age at the last follow-up was 9.0 years (IQR 7-13.5). Then,
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we calculated the rate of lymphopenia at these two time points using different lymphocyte
count ranges based on age, according to Shearer et al. [9].
We hope these clarifications might improve the understanding of the results of our study.

Conflicts of Interest: The authors declare no conflict of interest.

References

1.

Ozdemir, O. Allergic Disease with Selective IgA Deficiency. Comment on Cinicola et al. The Allergic Phenotype of Children and
Adolescents with Selective IgA Deficiency: A Longitudinal Monocentric Study. . Clin. Med. 2022, 11, 5705. . Clin. Med. 2023, 12,
6703. [CrossRef]

Cinicola, B.L.; Brindisi, G.; Capponi, M.; Gori, A.; Loffredo, L.; De Castro, G.; Anania, C.; Spalice, A.; Guido, C.A.; Milito, C.; et al.
The Allergic Phenotype of Children and Adolescents with Selective IgA Deficiency: A Longitudinal Monocentric Study. J. Clin.
Med. 2022, 11, 5705. [CrossRef] [PubMed]

ESID Criteria. Available online: https://esid.org/Education/Diagnostic-Criteria-PID (accessed on 1 October 2023).

Tangye, S.G.; Al-Herz, W.; Bousfiha, A.; Cunningham-Rundles, C.; Franco, J.L.; Holland, S.M.; Klein, C.; Morio, T.; Oksenhendler,
E.; Picard, C.; et al. Human Inborn Errors of Immunity: 2022 Update on the Classification from the International Union of
Immunological Societies Expert Committee. J. Clin. Immunol. 2022, 42, 1473-1507. [CrossRef]

Yel, L. Selective IgA deficiency. J. Clin. Immunol. 2010, 30, 10-16. [CrossRef] [PubMed]

Lougaris, V.; Sorlini, A.; Monfredini, C.; Ingrasciotta, G.; Caravaggio, A.; Lorenzini, T.; Baronio, M.; Cattalini, M.; Meini, A.;
Ruggeri, L.; et al. Clinical and Laboratory Features of 184 Italian Pediatric Patients Affected with Selective IgA Deficiency (SIgAD):
A Longitudinal Single-Center Study. . Clin. Immunol. 2019, 39, 470-475. [CrossRef]

Moschese, V.; Chini, L.; Graziani, S.; Sgrulletti, M.; Gallo, V.; Di Matteo, G.; Ferrari, S.; Di Cesare, S.; Cirillo, E.; Pession, A.; et al.
Follow-up and outcome of symptomatic partial or absolute IgA deficiency in children. Eur. J. Pediatr. 2019, 178, 51-60. [CrossRef]
[PubMed]

Morawska, I.; Kurkowska, S.; Bebnowska, D.; Hrynkiewicz, R.; Becht, R.; Michalski, A.; Piwowarska-Bilska, H.; Birkenfeld, B.;
Zatuska-Ogryzek, K.; Grywalska, E.; et al. The Epidemiology and Clinical Presentations of Atopic Diseases in Selective IgA
Deficiency. J. Clin. Med. 2021, 10, 3809. [CrossRef] [PubMed]

Shearer, W.T.; Rosenblatt, H.M.; Gelman, R.S.; Oyomopito, R.; Plaeger, S.; Stiehm, E.R.; Wara, D.W.; Douglas, S.D.; Luzuriaga, K,;
McFarland, E.J.; et al. Lymphocyte subsets in healthy children from birth through 18 years of age: The Pediatric AIDS Clinical
Trials Group P1009 study. J. Allergy Clin. Immunol. 2003, 112, 973-980. [CrossRef] [PubMed]

Disclaimer/Publisher’s Note: The statements, opinions and data contained in all publications are solely those of the individual
author(s) and contributor(s) and not of MDPI and/or the editor(s). MDPI and/or the editor(s) disclaim responsibility for any injury to
people or property resulting from any ideas, methods, instructions or products referred to in the content.


https://doi.org/10.3390/jcm12216703
https://doi.org/10.3390/jcm11195705
https://www.ncbi.nlm.nih.gov/pubmed/36233573
https://esid.org/Education/Diagnostic-Criteria-PID
https://doi.org/10.1007/s10875-022-01289-3
https://doi.org/10.1007/s10875-009-9357-x
https://www.ncbi.nlm.nih.gov/pubmed/20101521
https://doi.org/10.1007/s10875-019-00647-y
https://doi.org/10.1007/s00431-018-3248-1
https://www.ncbi.nlm.nih.gov/pubmed/30269248
https://doi.org/10.3390/jcm10173809
https://www.ncbi.nlm.nih.gov/pubmed/34501259
https://doi.org/10.1016/j.jaci.2003.07.003
https://www.ncbi.nlm.nih.gov/pubmed/14610491

	References

