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Expanded View Figures

Figure EV1. Duodenal inflammation in ALPI-deficient patient P1.
Haematoxylin—eosin staining of duodenal biopsy from P1. Scale bar: 100 pm.
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Figure EV2. Autosomal recessive ALPI deficiency.

A Confirmatory Sanger sequencing for siblings in Family 2.

B Multiple alignments of ALPI orthologs from different species using the Clustal Omega software. Residues altered by mutations in P1 and P2 are boxed in red.
Conserved residues are indicated as follow: full identity (*), similar characteristics (:) (> 0.5 in the Gonnet PAM 250 matrix), weak similarities () (< 0.5 in the Gonnet
PAM 250 matrix).
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Figure EV3. mRNA ALPI expression in HEK293T cells.
WT ALPI and mutant expression by qRT-PCR.
Data are representative of three experiments and are expressed as mean =+ SD.
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Figure EV4. TNAP expression in patients’ small
intestinal biopsies.

A, B Immunofluorescence microscopy of duodenum
(A) and ileum (B) sections from P1 (A) and P2
(B) compared with normal or IBD controls.
Sections were counterstained with blue
RedDot2 dye for DNA and antibodies against
ALPI alone (red), TNAP alone (green) or TNAP

: i and ALPI (first column, merge staining).

00 pm - Magnification 20x (Scale bars: 100 um).
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