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In the originally published version of this article, Figure 1 was incorrect. The correct figure is reproduced below:

a Mitochondrial matrix Cytoplasm
H,0 + CO,
u CAVA
s HCO, ==s=ceeec= » HCO, + NH;
of [ T
F | cpst
/ ) Vo Carbamyl phosphate
g ko T Citrulline ———
v kY .
’I' \\‘ % AS
. 3T Urea
’,’ P \ cycle
; \
p 3MCCoA + HCO, Urea
J \
;' l 3mcc \\ kArginine
’ ‘\
S 3MGCoA X Ornithine
/ l
4 ASP —J:L—o ASP
! AcCoA 1
i
’
; | oAn o
. @
i Citrate 1 o
. ()
' AcCoA 1)
' REPSHS
. .
(] Q
: T B
\ Lys oKG TCA OAA +—— HCO, +PYR +—_}— PYR «— Glucose ©
X Cycle PC I
.\
‘\‘ Sac  Glu LAC
“‘ NH, ‘\l sucC
\ Gin I
Y MethylmalonylCoA
."
N T PCC
‘.‘ PropionylCoA + HCO,
\
% P
b
Zinc  Active Substrate
binding

binding  site
Del exon 4

N~ mn O
% ‘Lys1 85Lys 8 8
= | Ser233Pro i

N\

Trp41*

-~ His155 =~

Exon 6

Exon 7

Exon 3

Exon4 Exon5

|

Exon 1

Exon 2

Del splice-site exon 3

Del intron 4

GENETICS in MEDICINE | Volume 18 | Number 6 | June 2016

|
" Del exon 6

649



	ERRATUM: Defective hepatic bicarbonate production due to carbonic anhydrase VA deficiency leads to early-onset life-threatening metabolic crisis

