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We thank the authors for their comments [1]. We are happy that they agree with the
content of the report [2] and underline the importance of having optimal cut-off values of
succinylacetone in order to—on the one hand—not miss patients like the one presented
in this report and, on the other hand, to exclude false positive results, for example, due
to a MAAI deficiency. As stated in the original article (Van Vliet et al. 2023, [3]), this
might mean that the succinylacetone cut-off in the newborn screening needs to be lowered,
while adding additional biomarkers that can be used to distinguish children with mild
Tyrosinemia type I who need treatment from those with MAAI deficiency, who do not need
treatment at all.

Regarding this aim, the results from the mutual project on the improvement of new-
born screening for Tyrosinemia type I, as mentioned in the comment, are needed.

We further call attention to other institutes who have children with a (suspected)
MAALI deficiency to send us dried blood spots and urine to increase our knowledge on
MAALI deficiency.
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