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Chapter 6  The Glycogen Storage Diseases and Related Disorders
Fig. 6.1 "Scheme of glycogen metabolism and glycolysis"   ·   arrows labelled with reconDBdelta reaction

Glc-1-P PLD UDPG glycogen

Fru-6-P glucose

Glc-6-P

Fru-1,6-P2

GA-3-P

1,3-BPG

3-PG

2-PG

PEP

pyruvate

lactate

phosphorylase b

phosphorylase a

in recon + WBM
recon only (not in WBM)
gap / microbe-only



LACZe LACZeGALKGALOR UGLTUGLT UGLTUGLT

Chapter 7  Disorders of Galactose Metabolism
Fig. 7.1a,b   ·   arrows labelled with reconDBdelta reaction

galactitol galactonate galactose-1-P

Galactose Gal-1-P UDPglucose

Glc-1-P UDPgalactose

Lactose

galactose glucose

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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Chapter 8  Disorders of the Pentose Phosphate Pathway
Fig. 8.1 "The pentose phosphate pathway"   ·   arrows labelled with reconDBdelta reaction

6-P-gluconate 6-P-glucono- -lactone Fru-6-P GA-3-P Glc-6-P ribose-5-P ribulose-5-P sedoheptulose-7-P xylulose-5-P

CO2 NADPH erythrose-4-P ribose xylulose

sedoheptulose

in recon + WBM
recon only (not in WBM)
gap / microbe-only



GLPASE1

PGMT GLPASE1

G6PPer

G6PPerPGI

HEX1HEX1PFK KHK

TRIOK

PFKFBP FBP

FBA

FBA

FBP FBP SBTD_D2KHK

FBA2 FBA2

TRIOK

GAPD

LDH_LALATA_L

Chapter 9  Disorders of Fructose Metabolism
Fig. 9.1 "Fructose metabolism"   ·   arrows labelled with reconDBdelta reaction

ATP Fructose Glucose Glycogen H2O

F-1,6-P2 F-1-P F-6-P G-1-P G-6-P Pi

DHAP GAH glucose

GAH-3-P

1,3-BPG

alanine lactate

Pyruvate

fructose

Sorbitol

in recon + WBM
recon only (not in WBM)
gap / microbe-only



HEX1GLUDymGLUDym

Chapter 10  Persistent Hyperinsulinaemic Hypoglycaemia
   ·   arrows labelled with reconDBdelta reaction

Glu

NH4 KG

ATP/ADP

Glucose

Glc-6-P

INS

insulin

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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Chapter 11  Disorders of Glucose Transport
Fig. 11.1 "Major routes of glucose transport"   ·   arrows labelled with reconDBdelta reaction

Glc Na lumen urine

BBB endothelium  CSF enterocyte glia muscle/adipocyte neuron tubule endothelium hepatocyte -cell

Glc blood Glc enterocyte Glc tubule

blood

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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Chapter 12  Disorders of Pyruvate Metabolism and the TCA Cycle
Fig. 12.1   ·   arrows labelled with reconDBdelta reaction

CO2 OAA PEP acetyl-CoA aconitate citrate fumarate isocitrate malate pyruvate succinate succinyl-CoA KG

GTP

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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C160CPT1C160CPT1 PMTCOAFAOXFAD1m; ACOAD1fmPMTCOAFAOXFAD1m; ACOAD1fmACACT10m C160CPT2

ACACT10m

C160CPT2 C160CPT2ECOAH1mETFETF PMTCOAFAOXFAD1m; ACOAD1fmPMTCOAFAOXFAD1m; ACOAD1fmHACD1m HACD1m
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ACACT10m
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Chapter 13  Disorders of Mitochondrial Fatty Acid Oxidation
Fig. 13.1   ·   arrows labelled with reconDBdelta reaction

Carnitine H2O LCFA Q

3-OH-acyl-CoA 3-keto-acyl-CoA CoA ETF FAD FADH2 NAD NADH acyl-CoA acylcarnitine carnitine enoyl-CoA

QH2 acetyl-CoA

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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Chapter 14  Disorders of Ketogenesis and Ketolysis
Fig. 14.1   ·   arrows labelled with reconDBdelta reaction

Fatty acids Leucine Tiglyl-CoA succinyl-CoA

2-Me-3-OH-butyryl-CoA 3-methylcrotonyl-CoA

2-Me-acetoacetyl-CoA 3-methylglutaconyl-CoA

2 acetyl-CoA 3-methylglutaryl-CoA HMG-CoA acetoacetate acetoacetyl-CoA acetyl-CoA propionyl-CoA

3-OH-butyrate succinate

Isoleucine

tiglyl-CoA

in recon + WBM
recon only (not in WBM)
gap / microbe-only



NADH2_u10miNADH2_u10mi NADH2_u10mi

NADH2_u10miNADH2_u10mi NADH2_u10mi
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Chapter 15  Defects of the Respiratory Chain
Fig. 15.1 "The mitochondrial respiratory chain"   ·   arrows labelled with reconDBdelta reaction

2 cyt c, H CoQ

2 cyt c Complex I: NADH Complex III: CoQH2

CoQH2, H NAD pumped

8H Complex IV: 4 cyt c O2

2H2O, H 4 cyt c FADH2  CoQ fumarate

Complex II: succinate FAD

ATP, H back to matrix

Complex V: ADP Pi

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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CREATNACLStCREATNACLSt CKc CKc

CKc CKc
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Chapter 16  Creatine Deficiency Syndromes
Fig. 16.1   ·   arrows labelled with reconDBdelta reaction

ATP SAM arginine glycine

guanidinoacetate ornithine

SAH creatine

/Cl ADP creatine phosphate creatine, Na

creatinine

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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PTHPS
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THBPT4ACAMDASE
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DOPABMO
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Chapter 17  Hyperphenylalaninaemia
Fig. 17.1   ·   arrows labelled with reconDBdelta reaction

GTP pterin-4a-carbinolamine

BH4

6-pyruvoyl-THB

dihydroneopterin-3-P qBH2

phenylalanine

phenylpyruvate tyrosine

dopamine

L-dopa

catecholamines/melanin

5-OH-tryptophan

serotonin

tryptophan

NO citrulline

arginine

in recon + WBM
recon only (not in WBM)
gap / microbe-only



PHETHPTOX2 (r0399)TYRTA TYRTAm 34HPPORHMR_6782 [c]; 34HPLFM [m] HGNTORMACACISUCACETATALTcFUMACFUMAC SUCACETATc TYRtmSUCACETOcSUCACETOc PPBNGS

Chapter 18  Disorders of Tyrosine Metabolism
Fig. 18.1 "The tyrosine catabolic pathway"   ·   arrows labelled with reconDBdelta reaction

FumarylacetoacetateMaleylacetoacetate

acetoacetate fumarate fumarylacetoacetatesuccinylacetoacetate

Tyrosine

4-OH-phenylpyruvate [c]4-OH-phenylpyruvate [m]

4-OH-phenylpyruvate

4-OH-phenyllactatehomogentisate CO2 succinylacetone

Succinylacetoacetate

tyrosine

Phenylalanine Homogentisate

maleylacetoacetate

Tyrosine[c]

tyrosine[m] porphobilinogen

5-ALA

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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Chapter 19  Branched-chain Organic Acidurias/Acidaemias
Fig. 19.1 "Pathways of branched-chain amino acid catabolism"   ·   arrows labelled with reconDBdelta reaction

2-methylbutyryl-CoA isobutyryl-CoA isovaleryl-CoA

3-methylcrotonyl-CoA methylacrylyl-CoA tiglyl-CoA

2-methyl-3-OH-butyryl-CoA 3-OH-isobutyryl-CoA 3-methylglutaconyl-CoA

2-methylacetoacetyl-CoA 3-OH-isobutyrate HMG-CoA

acetoacetate methylmalonate semialdehyde

acetyl-CoA malonyl-CoA propionyl-CoA

methylmalonyl-CoA

succinyl-CoA

2-oxoisocaproate

Leucine

2-oxo-3-methylvalerate

Isoleucine Valine

2-oxoisovalerate

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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Chapter 20  Disorders of the Urea Cycle and Related Enzymes
Fig. 20.1   ·   arrows labelled with reconDBdelta reaction

NH3 glutamate glutamine

N-acetylglutamate carbamoyl-P KG

ATP HCO3 acetyl-CoA alanine aspartate

arginine argininosuccinate citrulline ornithine orotic acid

fumarate urea

cit orn

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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Chapter 21  Disorders of Sulfur Amino Acid Metabolism
Fig. 21.1 "Metabolism of the sulfur-containing amino acids"   ·   arrows labelled with reconDBdelta reaction

4-methylthio-2-oxobutyrate H2O choline serine

5,10-CH2-THF 5-methyl-THF SAH SAM THF glycine homocysteine methionine

betaine

adenosine cystathionine dimethylglycine sarcosine

cysteine -ketobutyrate

cysteine  SO4 sulfite

sulfate

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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P5CDm P5CRm (+P5CR)GLU5Km + G5SDym

ORNTArm ORNTArm ARGSS + ARGSL OCBTm
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PROD2m (+PROD2)
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GACMTRc
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Chapter 22  Disorders of Ornithine Metabolism
Fig. 22.1 "Ornithine metabolic pathways"   ·   arrows labelled with reconDBdelta reaction

CO2 arginine carbamoyl-P citrulline ornithine

P5C glutamate guanidinoacetate homocitrulline proline protein putrescine urea

H2O NH3 glycine lysine KG

creatine

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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2OXOADOXm

AASAD3m

SACCD3m

SACCD4m

SACCD4m

SACCD3m
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GLUTCOADHm GLUTARCOAATGLUTARCOAHLx
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Chapter 23  Cerebral Organic Acid Disorders and Other Disorders of Lysine Catabolism
Fig. 23.1 "Tryptophan, hydroxylysine and lysine catabolic pathways"   ·   arrows labelled with reconDBdelta reaction

2-aminomuconate 2-oxo-6-aminohexanoate hydroxylysine lysine KG

2-oxoadipate

phosphohydroxylysine piperideine-2-carboxylate saccharopine

2-aminoadipate-6-SA

glutamate pipecolate

2-aminoadipate

glutaryl-CoA

glutaconyl-CoA glutaric acid glutarylcarnitine

crotonyl-CoA glutaconic acid

3-OH-butyryl-CoA 3-OH-glutaric acid

acetoacetyl-CoA

piperideine-6-carboxylate

in recon + WBM
recon only (not in WBM)
gap / microbe-only



GHMT2r (+GHMT2rm)

GHMT2r (+GHMT2rm)

r0060

r0060

GCCam+GCCbim+GCCcm GCCam+GCCbim+GCCcm

GCCam+GCCbim+GCCcm

GLYAMDTRc ALASmGTHS PRAGSr (+GARFT)BGLYFm etc. GLYOp

GHMT2r (+GHMT2rm)

GCCam+GCCbim+GCCcm GCCam+GCCbim+GCCcm

GCCam+GCCbim+GCCcm PEPCK (multi-step)PDHm

GLGNS1 (multi-step)AKGDm,CSm etc. GACMTRc

GLYAMDTRc

PPBNGS (multi-step)

ALASmGTHS

GLXO1 (+GLXO2p)

Chapter 24  Nonketotic Hyperglycinaemia (Glycine Encephalopathy)
Fig. 24.1 "Pathways of glycine metabolism"   ·   arrows labelled with reconDBdelta reaction

THF arginine serine succinyl-CoA -glu-cys

glycine pyruvate

CH2-THF NH3 TCA glucose glutathione glycine conjugates glyoxylate guanidinoacetate proteins purines -ALA

CO2 creatine formate glycogen oxalate porphyrins

haemoglobin

in recon + WBM
recon only (not in WBM)
gap / microbe-only
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G5SADrm
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PGCD

PSERT

PSP_L

GHMT2rSERR SERPT

Chapter 25  Disorders of Proline and Serine Metabolism
   ·   arrows labelled with reconDBdelta reaction

D-serine glycine sphingolipids

3-P-glycerate

3-P-OH-pyruvate

L-serine

3-P-serine

P5C[c] P5C[m] Pro[c] Pro[m]

Glu Glu- -SA

Orn

P5C

Cit[m]

Orn[m]

Cit[c]

in recon + WBM
recon only (not in WBM)
gap / microbe-only



CYSGLTH

Chapter 26  Transport Defects of Amino Acids at the Cell Membrane (Cystinuria, LPI, Hartnup)
Fig. 26.1   ·   arrows labelled with reconDBdelta reaction

cystine

cysteine

in recon + WBM
recon only (not in WBM)
gap / microbe-only



MCCCrm PCm ACCOAC PPCOACmBTND1 BTND1

BACCLBACCL

BACCLBACCL

BTNPLBTNPL BTNPLBTNPL BTNABCt

Chapter 27  Biotin-responsive Disorders
   ·   arrows labelled with reconDBdelta reaction

ATP biocytin

biotin lysine

PPi biotinyl-5'-AMP

AMP holocarboxylase

apocarboxylase biotinyl-AMP 3-methylcrotonyl-CoA

3-methylglutaconyl-CoA

pyruvate

oxaloacetate malonyl-CoA

acetyl-CoA

-methylmalonyl-CoA

propionyl-CoA

c

free biotin uptake e

in recon + WBM
recon only (not in WBM)
gap / microbe-only



CBLATm

RE2493C

METS

METS

CYSTS MMMm

FOLR2

DHFRGluForTx

GluForTx GHMT2r

GHMT2r

HISD/URCN/IZPN

GluForTx

GluForTxFORTHFC

FORTHFC

MTHFC

FTHFCL

GHMT2r

GHMT2r

CYSTS

MTHFR3 TMDS

TMDS

METS

METS

TMDS

TMDS

AICART

GARFTAICART

GARFT

GARFT

AICART

AICART

Chapter 28  Disorders of Cobalamin and Folate Transport and Metabolism
   ·   arrows labelled with reconDBdelta reaction

5-formyl-THF AICAR GAR dUMP folic acid histidine homocysteine serine

FAICAR FGAR NH3 dTMP glutamate glycine methionine

10-formyl-THF5,10-methenyl-THF5-formimino-THF 5-methyl-THF CH2-THF DHF THF

FIGLU cystathionine

OHCblCbl3

AdoCbl cytosolic Cbl2 mito Cbl2

Cbl2 intracellular OHCbl

TC·OHCbl OHCbl

lysosome

Met synthase·Cbl2

·MeCbl

L-methylmalonyl-CoA

succinyl-CoA

in recon + WBM
recon only (not in WBM)
gap / microbe-only



GLUNm

GLUDC

ABTArm

r0465 (+HMCARNc)

r0178 (SSALx)4OHBUTm

r0466

r0466

r0465 (+HMCARNc)

GHBOX1mr (AKGRED2)GTPCI

PTHPS

SPR

DHBPTRNRED

TYR3MO2

3HLYTCL

DOPABMO34DHPHAMT (terminal)

NORANMTHMR_6757 (terminal)

3MOX4HOXPGALDOX

TRPHYDRO2

5HLTDL

r0758 (terminal)

Chapter 29  Disorders of Neurotransmission
   ·   arrows labelled with reconDBdelta reaction

TCA

GABA homocarnosine

DHHA GHB succinate

glutamate

His guanidinobutyrate succinic semialdehyde

glutamine histidine tyrosine

dopamine

HVA norepinephrine

MHPG epinephrine

L-dopa

VMA

dihydroneopterin-P3

6-pyruvoyl-THP neopterin

GTP

BH4

biopterin

qBH2

5-HTP

5-HIAA

tryptophan

serotonin

D-2-HG

KG

in recon + WBM
recon only (not in WBM)
gap / microbe-only



GLUCYS GTHSGLUCYS

GLUCYSGTHSOPAHir

RE1473C (WBM via GTMLTe)RE1473C (WBM via GTMLTe) GTHSGGLUCT GGLUCTAMPTASECG AMPTASECGRE1473C (WBM via GTMLTe)RE1473C (WBM via GTMLTe)OPAHir

Chapter 30  Disorders in the Metabolism of Glutathione and Imidazole Dipeptides
Fig. 30.1 "The -glutamyl cycle"   ·   arrows labelled with reconDBdelta reaction

5-oxoproline AA cysteine cysteinylglycine glutamate glutathione glycine -glutamyl-AA -glutamylcysteine

ATP

in recon + WBM
recon only (not in WBM)
gap / microbe-only



PCHOLP_hs

CHOLTMAL CHOLD2m

TMAOOx

TMAOR1

EX_tmao[e]

BETALDHxm

BHMT BHMT

DMGDHm

BHMT BHMT

SARDHm

Chapter 31  Trimethylaminuria and Dimethylglycine Dehydrogenase Deficiency
   ·   arrows labelled with reconDBdelta reaction

TMAO homocysteine lecithin

choline urine

TMA betaine aldehyde

TMAO [defect] betaine

dimethylglycine methionine

sarcosine [defect]

sarcosine

glycine

in recon + WBM
recon only (not in WBM)
gap / microbe-only



HMGCOARcP4507A1r LCAT1e (family)CHOLESACATcLCAT1e (family) LPS/LPS2/LPS3 (generic) LPS/LPS2/LPS3 (generic) LPS/LPS2/LPS3 (generic)

Chapter 32  Dyslipidaemias
   ·   arrows labelled with reconDBdelta reaction

PC acyl-CoA cholesterol

bile acid cholesteryl ester FFA LPL, apoB lipoprotein apoC-II

TG

 cholesterol

acetyl-CoA

LDL, HDL TG/PL hydrolysis

IDL

in recon + WBM
recon only (not in WBM)
gap / microbe-only



ACACT1r

HMGCOASi

HMGCOARc

MEVK1x

PMEVKx

DPMVDx

IPDDIx

GRTTxSQLSr

SQLEr

LNSTLSr

r0781RE2407C

EBP1r r1380

r0783

DSREDUCr

EBP2r

LSTO2r

DHCR72r

DHCR24r

Chapter 33  Disorders of Cholesterol Synthesis
Fig. 33.1 "Pathway of isoprenoid and cholesterol synthesis"   ·   arrows labelled with reconDBdelta reaction

mevalonate

acetyl-CoA

HMG-CoA

mevalonate-P

acetoacetyl-CoA

mevalonate-PP

IPP

DMAPP

dimethyl-en-ol

dihydrolanosterol dimethyl-trien-ol

2,3-oxidosqualene

lanosterol

2 farnesyl-PP

squalene

dimethyl-dien-ol

desmosterol zymosterol

lathosterol

cholesterol

cholesta-7,24-dien-ol zymostenol

7-dehydrocholesterol

geranyl-PP

farnesyl-PP 7-DHC

cholesta-5,7,24-trien-ol

in recon + WBM
recon only (not in WBM)
gap / microbe-only



P4507A1rP45027A1m (HMR_1762/1786 human)

HSD3B7P

AKR1D

multi-step cdchaccoa

BAAT4x (gly); RE1845X (taur)

AKR1D2multi-step chaccoa

BAAT1x (gly); BAAT2x (taur)XOLALCOX

Chapter 34  Disorders of Bile Acid Synthesis
Fig. 34.1   ·   arrows labelled with reconDBdelta reaction

27-OH-cholesterol 7 -OH-cholesterol

7 -OH-5 -cholestan-3-one

cholesterol

3 -OH-5-cholestenoic acid 7 -OH-4-cholesten-3-one glyco/tauro-CDCA

chenodeoxycholyl-CoA

-diOH-cholestanoyl-CoA

cholyl-CoA

-triOH-cholestanoyl-CoA

glyco/tauro-cholate

7 ,12 -diOH-5 -cholestan-3-one

7 ,12 -diOH-4-cholesten-3-one
in recon + WBM
recon only (not in WBM)
gap / microbe-only



GPAM_hs

AGPAT1

GPAM_hs

AGPAT1

DSAT

PPAPCDS

DGATCEPTC PSSA1_hs/PSSA2_hsLPS7e LPS7e

CEPTC

PSDm_hs

PLA2_2

PLA2_2

PIPLC

G_1ARACHDHL G_1ARACHDHL

PGPPT

CDS

PGPP_hs

CLS_hs

SERPT

3DSPHR

SERPT

DSAT

DHCRD2

UGCGRE2677C

B3GNT39g

UGCG

SIAT9g

B3GNT39g

RE2677C

SIAT9g

GAL3ST11

GAL3ST11

Chapter 35  Disorders of Phospholipid and Glycosphingolipid Synthesis
   ·   arrows labelled with reconDBdelta reaction

CMP-NeuAc CTP PAPS UDP-gal UDP-glucose acyl-CoA glycerol-3-P palmitoyl-CoA serine

2-OH-acyl-CoA 3-ketosphinganine lysophosphatidate

phosphatidate sphinganine

CDP-DAG diacylglycerol dihydroceramide

ceramide phosphatidylglycerophosphate

galactosylceramide glucosylceramide phosphatidylglycerol

cardiolipin lactosylceramide sulfatides

GM3

DAG lysophospholipid

arachidonate glycerol phosphatidylethanolamine

2-arachidonoylglycerol FA phosphatidylcholine phosphatidylserine triacylglycerol

CDP-choline phospholipid

in recon + WBM
recon only (not in WBM)
gap / microbe-only



PRPPS

 (multi-step)

ADSL2

AICART

IMPC

ADSS

IMPD + GMPS2

NTD11ADSL1

DCAMPHL

AMPDA NTD7

NTD9GSNKm PUNP3

PUNP5ADNK1 ADA

GUAPRT

GUAD

HXPRT

r0395 (XAO2x)

ADPT

r0504 (XAOx)

CBPS

 (multi-step)

CBPS

ORPT

OMPDC

CTPS1/CTPS2

TMDS

NTD2NTD4

NTD5

CYTDK1 CYTDURIK1

PYNP2r

TMDK1

TMDPPDURAD

DURAD2DHPM1

DHPM2UPPN

BUP2

Chapter 36  Disorders of Purine and Pyrimidine Metabolism
   ·   arrows labelled with reconDBdelta reaction

adenine ribose-5-P

PRPP

SAICAR

AICAR SAICAriboside

AICAriboside FAICAR

AMP IMP S-AMP adenosine hypoxanthine inosine

GMP S-Ado guanine guanosine

xanthine

uric acid

CMP UMP cytidine uridine

dihydrouracil thymine

TMP thymidine uracil

HCO3 glutamine

dihydrothymine -ureidopropionate

-alanine -ureidoisobutyrate

orotate

carbamoyl-P

-aminoisobutyrate

OMP

in recon + WBM
recon only (not in WBM)
gap / microbe-only



ALASm

PPBNGS

ALASm

HMBS

UPP3S

UPPDC1

CPPPGO

PPPGOm

FCLTm

Chapter 37  Disorders of Haem Biosynthesis
Fig. 37.1 "Pathway of haem biosynthesis"   ·   arrows labelled with reconDBdelta reaction

glycine succinyl-CoA

5-ALA

porphobilinogen

hydroxymethylbilane

uroporphyrinogen III

coproporphyrinogen III

protoporphyrinogen IX

protoporphyrin IX

haem

in recon + WBM
recon only (not in WBM)
gap / microbe-only



Chapter 38  Disorders in the Transport of Copper, Iron, Mg, Mn, Se, Zn
   ·   arrows labelled with reconDBdelta reaction

apo-transferrin

transferrin

in recon + WBM
recon only (not in WBM)
gap / microbe-only



BGAL1l

BGAL1l

HEXA1l HEXA1l

NEU11l NEU11l

GLB1GLB1

HMR_0808

HMR_0808

GLA2l

GLA2l

GBAl GBAl

ASAH1ASAH1

ARSA ARSA

GALC

GALC

GLAl

GLAl

SMPD3l

SMPD3l

Chapter 39  Disorders of Sphingolipid Metabolism and Neuronal Ceroid-Lipofuscinoses
Fig. 39.1 "Sphingolipid structure and degradation"   ·   arrows labelled with reconDBdelta reaction

Gb2 Gb4 complex gangliosides sphingomyelin sulfatide

GM1 GalCer Gb3 SO4 phosphocholine

GM2

Gal GlcCer

GM3 GalNAc

LacCer NeuAc

Cer Glc

fatty acid sphingosine

in recon + WBM
recon only (not in WBM)
gap / microbe-only



IS2TASE_HS1S4TASE1-5lySIAASEly

GALASE1ly

AHEXASElyB_MANNASEly

FUCASEly; FUCASE2ly

Chapter 40  Mucopolysaccharidoses and Oligosaccharidoses
   ·   arrows labelled with reconDBdelta reaction

UDP-GlcNAc fucose sialic acid

galactose

NAc-glucosamine mannose

M6P-GlcNAc

GlcNAc M6P

GalNAc-4-sulfate iduronate-2-sulfate

SO4

in recon + WBM
recon only (not in WBM)
gap / microbe-only



FACOAL206

PHYHx

HPCLxHPCLx

ALDD21

FACOAL191

MEVK1x

VLCSp

ACOX2x

RE1834C

PRISTCOAFAOXFADmx

VLCS family

HCSACOAFAOXFADxx

DHAPAx

AGPSx

AGLPR

Chapter 41  Peroxisomal Disorders
Fig. 41.1 "Main peroxisomal functions"   ·   arrows labelled with reconDBdelta reaction

VLCFA mevalonate phytanic acid

VLCFA-CoA cholesterol phytanoyl-CoA

2-OH-phytanoyl-CoA THCA

THCA-CoA formyl-CoA pristanal

pristanic acid

-ox step 1

pristanoyl-CoA

alkyl-DHAP

acyl-DHAP

ether-phospholipids/plasmalogens

alkyl-G3P

acyl-CoA

cholic acid

choloyl-CoA

in recon + WBM
recon only (not in WBM)
gap / microbe-only



PGI

MAN6PI

PMANM

r0208

DOLPMT3_Ler

UDPDOLPT_LUDPDOLPT_L

DOLPMT3_Ler

GLCNACPT_L DOLMANP_LterGLCNACPT_L GLCNACT_L G13MT_L; G12MT1_L; G12MT2_L; DOLPH_Ler

Chapter 42  Congenital Disorders of Glycosylation
Fig. 42.1 "Synthesis of N-glycans"   ·   arrows labelled with reconDBdelta reaction

Dol-P Glc-6-P UDP-Glc UDP-GlcNAc

Dol-P-Glc Dol-PP-GlcNAc Dol-PP-GlcNAc2 Fru-6-P

Man-6-P

Man-1-P

GDP-Man

Dol-P-Man

Dol-P-Man flip c

lumen

GDP-Man Man2

5

in recon + WBM
recon only (not in WBM)
gap / microbe-only



LCYSTINHSt1CYSTtl

Chapter 43  Cystinosis
   ·   arrows labelled with reconDBdelta reaction

cysteamine-cysteine cysteine

cysteamine cystine

[c]

cysteine efflux from lysosome [l] cystine efflux from lysosome [l] cysteamine entry into lysosome [c]

[l]

in recon + WBM
recon only (not in WBM)
gap / microbe-only


