A

GSD la attenuated

Time-averaged

Glucose Ra 001_test 1 001_test 2 001_test 3 009_test 1 009_test 2 009_test 3 014_test 1 014_test 2 014_test 3 015_test 1 015_test 2 015_test 3 017_test 1 017_test 2 017_test 3 020_test 1 020_test 2 020_test 3
C1(mM) 1.56931435 | 2.287745491 | 116.4324094 | 137.6709299 | 0.393293557 | 0.645517884 | 0.514021479 | 0.343524218 125.0907843 0.408992965 0.30025723 0.222891077 108.4253984 0.263659852 114.2321278 0.603691178 -49.2749916 0.744344904
ka (min-1) 0.035491631 | 0.023056742 0.02000739 | 0.017575565 | 2.043255111 | 0.116227091 | 0.282467159 0.08588839 0.019011708 0.12932059 0.189587698 0.056261475 0.019698878 0.035995963 0.025801323 0.10866469 0.007744389 0.073248858
k2 (min-1) 0.020574831 | 0.018142491 | 0.019917589 | 0.017478134 0.01054086 | 0.013671711 | 0.024079283 | 0.011420272 0.018940441 0.019298316 0.016544501 0.008381902 0.019610943 0.008712798 0.025675397 0.013511999 0.007807341 0.0168222
td (min) 0.985701995 0.48978992 | 4.464954297 | 4.477284032 0.01275465!; 0.050604714 | 0.006891974 | 0.112255606 1.760851363 0.176425066 0.055883853 0.441486566 4.339650167 1.188395069 1.123662592 0.182140022 6.358987206 0.545618743
Vol (mL kg-1) 131.2191595 | 177.4964868 | 165.6115934 | 125.0351185 | 243.8878563 | 167.5333949 | 225.7340316 | 356.3602036 | 226.3547907 291.030987 | 369.5133711 | 533.8708011 | 152.4466157 | 369.2213803 132.3450471 136.5349786 | 180.1938269 | 125.8733225
body weight (kg) 68.8 68.8 68.8 62.4 62.4 62.4 56.1 56.1 56.1 58.8 58.8 58.8 80.7 80.7 80.7 82.5 82.5 82.5
GSD la attenuated

Time course Glucose

Ra 001_test1 009_test 1 014 _test 1 015_test 1 017 _test1 020_test 1

C1 (mM) 1.56931435 | 137.6709299 | 0.514021479 | 0.408992965 | 108.4253984 | 0.603691178

ka (min-1) 0.035491631 | 0.017575565 | 0.282467159 0.12932059 | 0.019698878 0.10866469

k2 (min-1) 0.020574831 | 0.017478134 [ 0.024079283 [ 0.019298316 | 0.019610943 | 0.013511999

td (min) 0.985701995 | 4.477284032 [ 0.006891974 [ 0.176425066 | 4.339650167 | 0.182140022

Vol (mL kg-1) 131.2191595 | 125.0351185 | 225.7340316 291.030987 | 152.4466157 | 136.5349786

body weight (kg) 68.8 62.4 56.1 58.8 80.7 82.5




B.

'cr;lf::)el-?;:::;:d Glucose Ra 002_test 1 002_test 2 002_test 3 004_test 1 004_test 2 004_test 3 006_test 1 006_test 2 006_test 3 007_test 1 007_test 2 007_test 3
C1 (mM) 0.942142534 | 0.379372825 | 0.375897135 | 78.14014583 | 0.548961738 | 0.133179426 | 0.473321303 | 107.4064496 | 0.586824303 | 0.836295341 | 0.469393433 | 93.82053799
ka (min-1) 0.045269584 | 0.103157252 | 2.051897921 | 0.018072721 | 0.104494515| 0.501906048 | 0.110396326 | 0.017628822 | 0.150506871 0.06602706 | 0.054598353 | 0.033810441
k2 (min-1) 0.026442194 | 0.018970588 | 0.023404117 | 0.017910074 | 0.023818256 | 0.007162696 | 0.010012328 | 0.01755021 0.0134756 | 0.033367113 | 0.016991877 | 0.033666605
td (min) 0.767329344 | 0.077047606 | 0.001977448 | 3.928687917 | 0.127391273 | 8.64334E-06 | 0.002506083 | 1.921500895 | 0.039489981 | 0.047369022 | -0.025668726 | 1.410836491
Vol (mL kg-1) 176.7041173 | 223.6336392 | 186.3201972 | 136.7911666 | 226.9657663 | 732.7570558 | 197.6429719 | 177.6026865 | 159.2120175 | 139.2103737 178.116721 | 144.2813779
body weight (kg) 86 86 86 61.9 61.9 61.9 70 70 70 103.4 103.4 103.4
GSD la severe

Time course Glucose Ra 002_test 1 004_test 1 006_test 1 007_test 1

C1 (mM) 0.942142534 | 78.14014583 | 0.473321303 0.57237996

ka (min-1) 0.045269584 | 0.018072721 | 0.110396326 | 0.078135905

k2 (min-1) 0.026442194 | 0.017910074 | 0.010012328 | 0.028342063

td (min) 0.767329344 | 3.928687917 | 0.002506083 | 0.062651456

Vol (mL kg-1) 176.7041173 | 136.7911666 | 197.6429719 | 157.8757346

body weight (kg) 86 61.9 70 103.4




C.

HV

Time-averaged Glucose

Ra 003_ test 1 003_ test 2 003_ test 3 005_test 1 005_test 2 005_test 3 008_test 1 008_test 2 008_test 3 010_test 1 010_test 2 010_test 3 011_test 1 011_test 2 011_test 3
C1 (mMm) 0.574253639 | 0.902200768 | 0.619603441 | 0.560064383 | 0.384881378 0.64571005 0.20028235 | 68.43815824 | 86.21381069 0.39515158 | 0.615164156 | 178.4172943 | 0.574414988 | 12.01539019 | 0.134359808
ka (min-1) 0.17166814 0.035053676 0.086930346 0.231144846 0.224434654 0.22466467 0.117122116 0.063009348 | 0.031864263 0.051869973 0.04952357 | 0.019168891 | 0.243005358 0.0250337 | 0.083418799
k2 (min-1) 0.013737153 | 0.017933522 | 0.011944118 | 0.012813696 | 0.009725764 | 0.015767903 | 0.002261733 | 0.062793737 | 0.031700078 0.004892927 | 0.011513069 | 0.01907678 | 0.015932763 | 0.024404457 | 0.013313819
td (min) 0.040204376 | -0.902689933 0.056190921 0.020583557 | -0.087487542 | -0.040627884 -0.16104617 0.254664693 | 1.165175103 -0.481114101 0.194005338 | 0.789757721 | 0.007919474 | 1.014358093 | 0.085956663
Vol (mL kg-1) 173.4005912 | 207.9000953 171.3989109 175.8716825 | 252.6843537 | 154.9640217 | 293.4749165 | 246.1397453 | 129.7592147 300.8754828 | 228.0539142 | 125.5929465 | 156.2472387 | 277.6874078 | 742.7329269
body weight (kg) 65 65 65 64 64 64 103.3 103.3 103.3 55.3 55.3 55.3 71 71 71
HV

Time-averaged Glucose

Ra 012_test1 012_test 2 012_test 3 013_test 1 013_test 2 013_test 3 016_test 1 016_test 2 016_test 3 018_test 1 018_test 2 018_test 3 019_test1 019_test 2 019_test 3
C1 (mM) 0.380033042 0.110181291 | N.A. 0.577967935 0.276457321 97.28531223 0.39841741 0.325831758 0.38282549 0.404836047 0.623060848 | 0.411522738 | 53.62174217 | -0.07627287 | 75.74439082
ka (min-1) 0.21612513 0.116736396 | N.A. 2.040834883 0.08295424 0.026738162 2.055218046 0.247130111 | 0.077445831 0.127353101 0.086265192 | 0.136221914 | 0.019813355 -0.0004912 | 0.018161593
k2 (min-1) 0.013944621 0.004175088 | N.A. 0.011759537 0.011421836 0.026460179 0.013413316 0.0169694 0.0083158 0.011211044 0.02913688 | 0.011699934 | 0.019599263 | 0.113523119 | 0.018066633
td (min) 0.010259889 -0.06575811 | N.A. 0.003771977 0.10438508 2.118596607 0.00491664 0.004795889 | 0.506114797 0.123507925 0.002700815 | 0.117091526 | 1.023684846 | -1.61857073 | 1.766207271
Vol (mL kg-1) 183.4506193 613.8805207 | N.A. 164.4791059 396.4719451 93.44787568 232.5125754 303.2788454 | 269.3217964 175.688562 157.2013949 | 172.4287894 | 125.1755327 | -4.09667405 | 183.1332051
body weight (kg) 91.3 91.3 | N.A. 63 63 63 64.7 64.7 64.7 91.8 91.8 91.8 82.1 82.1 82.1
HV

Time course Glucose Ra 003_test 1 005_test 1 008_test 1 010_test 1 011 _test1 012_test1 013 _test1 016_test 1 018_test 1 019_test 1

C1 (mM) 0.574253639 0.560064383 0.20028235 0.39515158 0.574414988 0.380033042 0.577967935 0.39841741 | 0.404836047 53.62174217

ka (min-1) 0.17166814 0.231144846 0.117122116 0.051869973 0.243005358 0.21612513 2.040834883 2.055218046 | 0.127353101 0.019813355

k2 (min-1) 0.013737153 0.012813696 0.002261733 0.004892927 0.015932763 0.013944621 0.011759537 0.013413316 | 0.011211044 0.019599263

td (min) 0.040204376 | 0.020583557 -0.16104617 | -0.481114101 | 0.007919474 | 0.010259889 | 0.003771977 0.00491664 | 0.123507925 1.023684846

Vol (mL kg-1) 173.4005912 175.8716825 293.4749165 300.8754828 156.2472387 183.4506193 164.4791059 232.5125754 175.688562 125.1755327

body weight (kg) 65 64 103.3 55.3 71 91.3 63 64.7 91.8 82.1

Supplemental file 3. Calculated model parameters in the study participants. Data in italics were excluded from calculations. (A) GSDla

patients with attenuated phenotype. (B) GSDIa patients with a severe phenotype. (C) Healthy volunteers.






