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EMBL accession no. X14448

Human o-galactosidase A (a-D-galactoside galactohydrolase; EC 3.2.1.22; a-Gal A) is a
lysosomal hydrolase that cleaves terminal a-galactosyl residues from glycosphingolipids and
glycopeptides and is the enzyme deficient in Fabry disease (1). The gene encoding this
enzyme has been assigned to the region Xq21.33-5Xq22 (1). Previously, we reported the
sequence of the full-length cDNA, and the genomic organization and 5' flanking sequence of
this 12 kb housekeeping gene (2,3). Here, we present the complete nucleotide sequence of the
gene including 1179 bp of 5' flanking and 1169 bp of 3' flanking sequence. The 12,436 bp
sequence derived from o-Gal A genomic clones (3) was determined on both strands in their
entirety by the method of Sanger et al. (4). The seven exons are shown in bold and a CT-rich
region in intron 1 is underlined.
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6101 TTCTCCTTTT GCTAAAACCA CTGAACTCTC TAGGAGGAAA AAGGAACTTG GTTCTTGACA TATGTGTGCA TGTATTTCCA TATAACCTTT AGGAAGCTAT
6201 TGCAATGGTA CTATAAACTA GAATTTTAGA AGATAGAAGG AAAATATTCT GGAGATCATT GAAGAGAAAT GGAGTCCAAC ACTAGTTAAA GATGATGAAG
6301 ACAGATTTTT TTTTTTGACG GAGTCTCGCT CTGTCGCCCA GGCTGGAGTG CAGTGGCACA ATCTCAGCTC ACTGCAACCC TCCACCTCTT GGGTTCAAGT
6401 GATTCTCCTG CCTCAGCCTC CCAAGTAGCT GGGACTACAG GCGCACACCA CCACGCCCGG CTAATTTTTG TATTTTTAGT AGAGACAAGG TTTCACCATA
6501 TTCGCCAGGC TGGTCTCGAA CTCCTGACCT TGTAATCCGC CCACCTTGGC CTCCCAAAGT GCTGGGATTA CAGGCATGAG CCACCACGCC CGGCCGATGA
6601 AGACAGATTT TATTCAGTAC TACCACAGTA GAGGAAAGAG CCAAGTTCAA TTCCAAATAC AACAAAGACA GGTGGAGATT TATAGCCAAT GAGCAGATTG
6701 AGGGGGTCAG TGGATGGAAT ATTTAAGAAG ACATCAAGGG TAGGGAGCTT CTTGCTAAAG CTTCATGTAC TTAAACAAGA AGGGTGGGGG ATGAGGGAAA
6801 TTGATCAGAT ATCAATGGTG GCAGTATTGA CTTAGCAGGA TTCTTGCTAA GAGGTCTTGC TAGGACAGAC ATAGGAAGCC AAGGTGGAGG TCTAGTCGAA
6901 AAGAAGGCTC ATCAGAGAAG TCTAACTAAA GTTTGGTCAA GAAGAGTCTT TGTCAAGGTA AATCTATCAT TTCCCTCAAA AGGTAATTTT CAGGATCCCA
7001 TCAGGAAGAT TAGCATGGCT GCTAGCTTTC TCCTCAGTTC TGGGCTATAG CTCACATGCC TAGTTTGAAC TAGCTCAGCA GAACTGGGGG ATTTATTCTT
7101 TGTCTTCCAA CAAACTCATC TGGATGATTT TGGGGGTTTG TGGGGAAAAG CCCCCAATAC CTGGTGAAGT AACCTTGTCT CTTCCCCCAG CCTGGAATGG

7201 TTCTCTCTTT CTGCTACCTC ACGATTGTGC TTCTACAATG GTGACTCTTT TCCTCCCTCT CATTTCAGGT A AGC
7301 cT CAT ACCTTTGCTG ACTGGGGAGT AGATCTGCTA
7401 ARAT TIG TAA TGTTTCATTC CAGAGATTTA GCCACAAAGG AAAGAACTTT GAGGCCATGG

7501 TAGCTGAGCC AAAGAACCAA TCTTCAGAAT TTTAAATACC CTGTCACAAT ACTGGAAATA ATTATTCTCC ATGTGCCAGA GCTCCCATCT CTTCTCTTTC
7601 AGTTCATTAA TTAATTAATT AATTCATGTA AAATCCATGC ATACCTAACC ATAGCTAATA TTGTGCACTT ATAATTCAAG AGGGCTCTAA GAGTTAATTA
7701 GTAATTGTAA CTCTCTATAA CATCATTTAG GGGAGTCCAG GTTGTCAATC GGTCACAGAG AAAGAAGCAT CTTCATTCCT GCCTTTCCTC AATATACACA
7801 CCATCTCTGC ACTACTTCCT CAGAACAATC CCAGCAGTCT GGGAGGTACT TTACACAATT TAAGCACAGA GCAACTGCCT GTCCCTGCTG CTAGTTTAAA
7901 CATGAACCTT CCAGGTAGCC TCTTCTTAAA ATATACAGCC CCAGCTGGGC ATGATGGCTC ATGCCTGTAA TCCTAGCACT TTGGGAGGCT GAGGCGGGTG
8001 GATTACTTGA GGTCAGGAGT TCGAGACCAC CCTGGCCAAC ATGGTGAAAC CCCATCTCTA GTAAAAATAC AAAAATTAGC TGACTTTGGT GGCACATGCC
8101 TGTAATCCCA GCTACTTGGG AAGCTGAGAC AGAAGAGTCA CTTGAACCTG GGAAACAGAG GTTGCAGTGA GCCAAGATCG CACCACTGCA CTCCACCCTG
8201 GATGACAGAC TGAACCCCAT CTCAAAAAAT TAAAATAAAA TAAAATAAAA TAACTATATA TATAGCCCCA GCTGGAAATT CATTTCTTTC CCTTATTTTA
8301 CCCATTGTTT TCTCATACAG TG ATA A

8401 CCCTTTCAAA AGGTGAGATA GTGAGCCCAG AATCCAATAG AACTGTACTG ATAGATAGAA CTTGACAACA AAGGAAACCA AGGTCTCCTT CAAAGTCCAA
8501 CGTTACTTAC TATCATCCTA CCATCTCTCC CAGGTTCCAA CCACTTCTCA CCATCCCCAC TGCTGTAATT ATAGCCTAAG CTACCATCAC CTGGAAAGTC
8601 ATCCTTGTGT CTTCCCCTTT ATTTCACCAT TCATGTCCTG TCTATCAACA GTCCTTCCAC CAGTATCTCT AAAATATCTC CTGAATCAGC CCACTTCCTT
8701 CCATCTTCAC TACATGCACC CTGGCCTTCC AAGCTACTAT CGGCTCTCAA CCAGACTGCT GGGACCACCT GATCTCTCTG CTTCCACTCT GTCTCAACCC
8801 CCATCTATTT TCCAAGCAGC ACTAGAGTTA TCATATTAAA ATGTAAATAT CAGTTTTTTT TTTAAAGAAA AAAACCCTGA GACTTAACAG AGTTATAAAA
8901 AATATAAATG TCATCATCAG TTCCCTGCTT AAAACCCTTA ACTCGCTTCC AATTGCACTT GGAATGAAAC CAAACTGCAC TGATCCAGCC CTTGCCTGCC
9001 TCCCCAAAGT CCAAGGGGTC ATGGCTCTTT CCCTGGCTAC ACTGGTTTTC TTTCTGTCCC TCAACACTGC AAGCCTATTG CTGCCCCAGG GCCTTTACAC
9101 TTGCTTTTTT TCTGCCTAGA ACAGTTCTTC CCCAAAGATT TTTAAAGGGC CGGGCTCCTT AACATTGAAG TCGCAGACCA AACGCCACAT ATGCAGACAG
9201 TTCTTCTCTA ACTACTTTAA AATAGCCCTC TGTCCATTCA TTCTTCATCA CATTAACCTG TTTAATTTTC TTCTCAGAGC TCCACACTAT TTGGAAGTAT
9301 TTGTTGACTT GTTACCATGT CTCCCCACTA GAGTGTAAGT TTCATGAGGG CAGGGACCTT GTCTGACTTT GACTGTATCT CTCGCATATG GTTAAGTGTT
9401 AAATAGTTAT TTATGGAATG AATCCCTATT ATTCCCTCAT TATCTCTGCA AAATAGTCTT TTTTCTCAAC ATCTTAAACC TGATATCCCA CCTGCCTATC
9501 TACAAACTTT TTTTTTGCGA CAGAGTCTCA CTGTCACCCA GGCTAGAGTG CAGTGGCGCC ATCTCGGCTC ACTGCAACCT CCGCCTCCCG GGTTTAAGCG
9601 ATTCTCTTGC CTCAGCCTCC CAGTAGCTGG GATTATAGGC GTGCGCTACC ACATCTGGCT AATTTTTGTA TTTTTAGTAG AGATGGTTTC ACCATGTTGG
9701 CCAGGCTTGT CTCGAACTCC TGACCTCAGA TGATCCACCT GCCTCGGCCT CCCAAAGTGC TGGGATTACA GGCATGAGCC ACCGTGCCCA GCCTCTACAA
9801 ACTTTTTATT CCATTAACAA ACTATATGCT GGGATTTAAG TTTTCTTAAT ACTTGATGGA GTCCTATGTA ATTTTCGAGC TTTTAATTTT ACTAAGACCA
9901 TTTTAGTTCT GATTATAGAA GTAAATTAAC TTTAAGGGAT TTCAAGTTAT ATGGCCTACT TCTGAAGCAA ACTTCTTACA GTGAAAATTC ATTATAAGGG
10001 TTTAGACCTC CTTATGGAGA CGTTCAATCT GTAAACTCAA GAGAAGGCTA CAAGTGCCTC CTTTAAACTG TTTTCATCTC ACAAGGATGT TAGTAGAAAG
10101 TAAACAGAAG AGTCATATCT GTTTTCACAG GATT

10201 TTG GA TGGTAAAAAC
10301 TTGAGCCCTC CTTGTTCAAG ACCCTGCGGT AGGCTTGTTT CCTATTTTGA CATTCAAGGT AAATACAGGT AAAGTTCCTG GGAGGAGGCT TTATGTGAGA
10401 GTACTTAGAG CAGGATGCTG TGGAAAGTGG TTTCTCCATA TGGGTCATCT AGGTAACTTT AAGAATGTTT CCTCCTCTCT TGTTTGAATT ATTTCATTCT
10501 TTTTCTCAGT ATCAGCAAGT TTA T 'TA
10601 Cc CCATCAATCA GGACCCCTTG GGCAAGCAAG GGTACCAGCT
10701 TAGACAGGTA AATAAGAGTA TATATTTTAA GATGGCTTTA TATACCCAAT ACCAACTTTG TCTTGGGCCT AAATCTATTT TTTTCCCTTG CTCTTGATGT
10801 TACTATCAGT AATAAAGCTT CTTGCTAGAA ACATTACTTT ATTTCCAAAA TAATGCTACA GGATCATTTT AATTTTTCCT ACAAGTGCTT GATAGTTCTG
10901 ACATTAAGAA TGAATGCCAA ACTAACAGGG CCACTTATCA CTAGTTGCTA AGCAACCACA CTTTCTTGGT TTTTCAGGGA GACAACTTTG AAGTGTGGGA

TCT T

11001 TCTC TGT CAGTTGCTTC CCTGGGTAAA
11101 GGAGTGGCCT GTAATCCTGC CTGCTTCATC
11201 GC. TTAAAAGACT TACTTTAAAA TGTTTATTTT ATTGCCAACT ACTACTTCCT

11301 GTCCACCTTT TTCTCCATTC ACTTTAAAAG CTCAAGGCTA GGTGGCTCAT GCCTGTAATC CCAGCACTTT GGGAGGCTGA GGCGGGCAGA TCACCTGAGG
11401 TCGGGACTTT GAGACCCGCC TGGACAACAT GGTGAAACCC CATTTCTAAT AAAAATATAA AAATTAGCCA GGTGTGGTGG CGCACCTGTG GTCCCAGCTA
11501 CTCTGGGGGC TGAGGCATGA GAATCGCTTG AACCCGGGAG TGGAGGTTGC ATTGAGCTGA GATCATGCCA CCTCACTCCA GCCTGGGCAA CAAAGATTCC
11601 ATCTCAAAAA AAAAAAAAAA GCCAGGCACA GTGGCTCATG CCTGGAATCC CAGCACTTTT GGAAGCTGAG GCAGGCAGAT CACTTGAGGT TAGGATTTCA
11701 AGACCAGCCT GGCTAACATA GTAAAGCCCT GTCTCTACTA AAAATACAAA AATTAGCCAG GTATGGTGGC GAGCTTCTGT AGCCCCAGCT ACTCAGGAGA
11801 CTGAGGCAGG AGAATCACTT GAACCCGGGA AGTGGGGGGG TGCAGTGACC CAAGATCACG CCACTGCATT CCAGCCTGGG CAACAGAGCA AGACTCCATC
11901 TCAAAAAAAA AAGTTCTATT TCCTTGAATA AAATTTTCCG AAGTTTAAAC TTTAGGAATA AAACTATTAA ACCCGTATTT ACTCATCCAG ATACCCACCC
12001 CCCTTGTTGA GATTCTCTCC CAATTATCAA AATGTGTAGC ATATTTAACT ACCAAGAGCT AAACATCATT AAGACTGAAA TGTATTAAGA AGGATGTATA
12101 GGCCAGGCAC GGTGTCTCAC GCCTGTAATC CCAACACTTT GGGAGGCCAA GTCGGGCGGA TCACGAGGTC AGGAGATGGA GACCATCCTG GCCAACATGG
12201 TGAAACCCCC TCTCTACTAA AAATACAAAA ATTAGCCAGG CAGGTGGCAG GCACCTGTAA TCCCAGCTAC TCCAGAGGCT GAGGCAGGAC AATCACTTGA
12301 ACCTGGGAGG CAGAGGCTGC AGTGAGCTGA GGTTGTACCA ATTGCACTCC AGCCTAGGTA ACGAGCAACA CTCCATCTCA AAAAAAGAAA AAAAAARAGA
12401 TGTATAATTT GGAACTGTTA AGAGGCATTT TAAAGA
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