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Carnitine and Acylcarnitine (AC)

ns

@ HC_Infant
O GSDla_Infant

ns

% ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns
160 Kok ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns
120— O
80
40
10 | P

8 o
E 6
3
4
(]
2 o l ° (] Q o
1.0 P (]
0.8 6 é
0.6 L o O o [
A 3 ) ° ) o R © LS &
0.4 2 O o O . O 2 ° O « 1O o .
Y & 3 o N & g & HBb® Rl o e o o R,
0.2 D g 5 9 I o mEB°® A 0..": ..‘J!‘: A 0 O .‘..»:" o
':. e .’.‘.“33 :‘!:\ ('& D & y :A \.3-4 5'6)':-3,=:ﬁ.§v=
0.0 a -
S ~2~\o’3‘n," T R L N S '000\ "o R @O V¥ Pl "o‘?‘ AFOPNS 0‘3‘ "0‘2‘ R RS o~2~
¥ .\“ o ON < o o I ij Sy Y
Y c," o 34 > < N\ 0 2o \‘b
o o Y S o o 9
P o ol &
< S
[¢)
Cholesterol ester (CE) Fatty Acids (FA)
skekokk ns ns ns ns ns ns
ns ns ns *%k ns ns ns ns ns 3000—ns ns ns ns ns ns
4000—N"S NS ns %k ns ns ns ns ns ns ns ns 2400 ®
1800 —
3000 — ©
1200 — °
2000—
600— h
o L 8 é
1000 N\ 300 \
1000 \ N
800— = 200 8
=
= 8004 ° 100
400— o 8 ﬂ
200 oﬁ g {88 @& ©
- 10
b 86866 .0lléposls 6
6
o
5 4
(]
H ) 8
0 0

®e@m®0&m®m$®®a®&@®e@@®
S

> & Gl A
B A A A A A N NCNRNALAR

Q/\

gy@@@@®0®m®
N

(BB D S S
Q?’ < Q?’\ QV’\Q?'\Q?’\QVQQVQQVQ



Supplementary Figure S6
D

@ HC_Infant
O GSDla_Infant

Diacylglycerols (DG)

ns AFkkok ns

ns ns ns ns

ns ns kkkk ns ns skkkk nNs ns ns ns ns ns ns ns ns ns ns ns

ns ns ns

ns

ns

ns

ns

ns

ns

ns ns ns ns ns

| %

ns ns ns

ns

100 —

80—

°0

-

o
/

7

o

uM

8
L § o

1.0 \

o

%o

o

§Q.§

[©) o)
°

o

a &88d§

[elce]

0.8+

0.6
0.4

mittidilinng ‘3| el 13

AN SV AN SRR A S A DN SN SRR AR A SN BN SN SN B N SV S D SV AN DN DD N
e A e e U e e i s !’&f W: »&: &f&f@f«&’ T e
O/ /Q/NINIQD/Q/Q/Q7/Q0/Q/Q/NINININIQIQ/IQDIDININININININININININININV VLV LV LV LD D QI NIQ/Q0707
N A A A A A A A A A A S O P A A A A A A A A A A A A P A A A A AR A A
(CPACPACPACPACPACPACPAPA DX CPA DX CPA PR CPX PR CPX P ) (X CPACPACPACPACPACPACPACPACPAPAPA DX PX DA DA PX PR PR PRIl o o)
00000000000000000000000000000000000000000000000

Sphingolipids (SM)

Bile acids (BA)

Fkkk ns

ns

ns ns

ns ns  kkkk ns ns ns
160=— NS ns ns ns ns % ns - - - - - -
- - - - -0 T ns *%k * ns ns ns ns
120 o s - - - = - - -
)
80— 4—
o
40— 8 ﬁ 3—
{ o 8¢ o é - ﬁ
10 ) 20 }
8 -
= 154 8 °
6 = Q o
=
) g8 303
2 E 0.5 ’8 ﬁ -
o 0.5
1.0 °
© 0.4 [e)
0.3 )
)
0.5 o o o
0.2 o8
0.1
0.0 — 0.0
N N NS N N NS & S N N
K ,\@&w&mtmwo@?o@~°,3,~°°.3>~0,‘9'~‘;’¢»'~"’&u~°awd§r°d‘gr o"oo"oo"oovoo"oov'vo"ovgoo"&o"ooiooivo"éo"
OO ININSNR NANN SN © & Py W A
X FTT TS SF SSFSS S

Y
"}‘\ 0}‘\ 6‘& 'o* "oé



Supplementary Figure S6

G @ HC_Infant
Lysophosphatidylcholine (LysoPC) O GSDla_Infant
Hokokok ns
L
600—ns NS *dokk NS ns ns
500 ©

400—

8
300— %%
200

200 \
150 — o
100—
50—
R 5% ta 15)

N

L8

&&%&@6&@@&&@@&

uM
(o

0 0
.o
®o0

-

O N A~ O © O

diacyl-Phosphatidylcholine (PCaa)

ns sk
ns ns ns ns skokkk ns ns skkkk ns ns ns ns ns ns ns ns ns
ns ns ns ns ns kK ns kKK ns ns %k NS %k ns ns ns ns ns ns
1600 — Q
1200—
800 % 00,
400 8
i 38 °c@ o
200 \
150 — o
= o (©
=
100—
o) 8 o)
o]
50—} g § g 3
N\ © 53 (] Ei
N
D O N O VY O N AW DS N9 D5 & S S5 % H O O ’b&‘:b'\ﬂ,’b&‘)bQ N B2
RO R RNE A AR AR R AR SR SR AR R AR SR S SR R SRR AR RS AR
00“'00'”00'”00"’00"’00“’@0"-’@0"’@0"’oo“’,bo"’Qo"’ﬁo"’?o"’wo"’Qo“’ﬁo"’oo"’@o"’bo"’Qo“’oo"’oo"’?o"’oo“’@o"’@o"‘@o"‘@o“@o Qo‘*?o“?o“@o"‘@oxo“ 4 o“
00‘)0'&0’00'&00‘D'Q'D‘D‘D@'D0'&00’0?0’0000‘)0'&000')00
QO QU 0 QU U QU 0 € 0 ¥ € D U ¥ ¥ € U U ¥ (€ 0 ¥ ¥ € ¥ ¥ ¥ € ¥ ¥ e € ¥ ¥



Supplementary Figure S6
@ HC_Infant

| acyl,alkyl-Phosphatidylcholine (PCae)
O GSDla_Infant

ns *kk ns ns

- - - - - -

25—

15—

10 \ (o]

10 \ %8
1 if

8

1.0 )\ °
0.8 °

[®]
0.6
0.4
0.2
00 -4-9-94-9-9-9 -4

uM

Qo
(]

TN . S S U S S 02 a0 N 5 o a 55 Kb O
eemwuuuu " D" B G PO RGOy mmeeemmwwmw~~u~w
SIS SV oVl o o aP ol oD oD o 0'5(;5(;5 o’bo’b PP S o"‘o"o”‘o”‘o”‘o”‘ AL i

(J

® °o°m“o°o°m°ofbo@o°0°m°fb°o A A I I IS 0“‘00#'»“'&&&&&&#0
O QU 0 Q0 G Q0 0 Q0 a0 Q0 40 (¥ Q0 40 g 0 4 0 0 ¢ (0 0 (v (U € v O @ @ O @

Hexosylceramide (HexCer), Dihexosylceramide (Hex2Cer), Trihexosylceramide (Hex3Cer)

ns ns sFkkokok AFkdkk

ns ns ns ns ns ns ns ns ns ns kkkk ns ns ns ns

ns ns ns ns ns ns ns ns

| %

ns sdekokk ns ns ns ns

o

o
)

M
- - N
o [3,] o
1 | S,
o
o
(o))
o
o
o
©@o
—o-:oo_o:gm
@598 000
oo
=0—CxB8 o

o
N
1
oo

- !
F 1 1
Q\%\Q\Q\Q\Q\\\Q\\\Q\Q\\\\Q\Q\Q\Q\Q\Q\Q\\\Q\Q\Q\Q\\\Q\\\Q\Q\Q\Q\Q\Q\
© D 10" D \O° ™ G D 10" G \O°
NS Q“‘b»\\” \'»",\\'» ,\\m 0, \'v \'s \'3’\'» R fi"'i"\m“ o \'~ \'s“’\'s \'» (15",\\'» ,gv & AN m\\ &,ﬁi"&&
D \&° ‘b %‘b‘b ‘b CR CE D \D° 2D A" CH
'\'\'\'\ N '\ '\'\'\'\'\N '\'\N'\\'\'\'\'\'\'\'\
SRR ° @&56\ @&&@@&N\@&@&@@&&@&&&
Cf SRR o°o °o°o°<,°<,oo°o°o°o°o°o°o°o°o°o°o°o°o°o°o°o°o°o°
04’4‘4‘00"’&-&9+’5+++ ot e o8 3 oo" e o8
& o erETE Q‘Q'Q‘@Q‘QQ‘QQ‘Q'Q‘@QQ‘ oF X Db

fl?’
Ny
8\

R R R O O R RO



Supplementary Figure S6

K

< &
'\'\'\ '\'\\'\’\' N RS N R AP N
@b@&&@&“&@&&&&@&&QQQQ&@@&
[$lléd W FFFFFFEF 2

Ceramide (Cer)
KKKk

ns skkakok ns dkkk
ns ns ns ns Kk dkkkk ns ns ns ns ns

ns ns ns ns ns ns  skkkk ns ns ns ns ns

15—~ - - - - - - - - - - -

SN AN DN NN DD DDA DD N DND DN DD DDA
IR RS B G oG (B0 S D i
Q§,gf¢»‘@ NS ¢‘69 6?¢$s\ Ry d>&9¢y,9,xﬁQ@,g,¢§¢p‘§@4®¢Q,§?¢»¢vdp

MGG

Q’ [$dléd \8‘ <
< N

Dihydroceramide (dihydroCer)
Fkokok

ns ns I"IS ns ns ns ns

:
-

80
60
40
20

20

15

10
5

1.0

0.8

0.6

0.4

0.2

0.0

Q\WQ\Q\\\ N
Q\\"@\q’\"'\"'\\@

° ‘b

QY 8 R ¥
&> $9é§'$9d§‘$9£> &
K EE P

uM

00

@ HC_Infant
O GSDla_lInfant



Supplementary Figure S7

A

ns

kdkokok
120
100

8

uM

ns

ns ns ns ns

ns ns ns ns ns

ns

Carnitine and Acylcarnitine (AC)

ns

ns

ns ns ns ns

ns ns ns ns ns

ns

ns

HC_Adult
GSDla_Adult

ns ns

ns ns ns ns ns ns

ns ns ns ns ns

ns

&&&&\&Qii‘é‘ﬁ&ﬁfééﬁﬂyﬂfﬁ Q&¢§@&“&@ﬁb& &}
& OH o B < < \“‘ o NS '3’
O O Y & & © o (<! o
o & <
< & P
(e
Cholesterol ester (CE) Fatty Acids (FA)
Fekskok
B e s 3004 = 0T T i
ns ns ns %k ns ns ns ns * % ns ns ns 2400 — ns ns ns % ns ns ns
4000— "~ - - - - - - - - - -
3500— o 1800
3000 1200 —
2500—
600—] h
2000— ° 4 ® ©
1500 — 8 300 \
1000 \ o©O
1000 \ £ 200
= 800
= 100—
600—
400— Ww 8 o o0 %)
"l & % s "
o
P ® o oo@ o

e\«\e\x\q\x\g\«\e\\\m\s\e\\\@u\a\e\\\m\e\@
>
&&&z&@z&&&&&&&&&&é&&&&

©O N A O ©®

fallll]

W

®%&&&Qe@@
NESESASRGRG
®®®®®®®®®

Q&’



Supplementary Figure S7
D

HC_Adult
O GSDla_Adult

Diacylglycerols (DG)
ns dkkkk ns ns ns ns ns

ns ns skkkk ns ns skkkk nNs ns ns ns ns ns ns ns ns ns ns ns

ns ns ns ns %* ns ns ns ns ns skkkk NS ns ns ns ns ns ns ns

o
J ¥
1o 3 ) 8 &

10 \

/

uM

889 o

0.6+ 8
0.4 ® ®

willhi SlILEI[l11e

| L 1 1 1 ] | L 1 ] 1 1 T | L | L | LI ]
S D SR A S A DSBS D S AR SR D AR SR DA S S DD DA DS DD D
R A O
SASIOISININ IO IO OO OIS INININ NS 2O S IO UN TN N AN NI NN N ININ Z) 2l 2) e ZL D b IS TN L0 00 07
N N N N N Al Nl N N N N N S Nl N N N S N S N A N A AN AN AN AN AN N N N S N VS
&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&&ﬁ@@f

2‘\30 © Eﬁoﬁo o8 ° S 8ade ﬁﬁo °

Sphingolipids (SM) Bile acids (BA)
ns

ns kkkk ns
- - ns ns ns ns ns ns

ns ns ns ns ns ns
ns ns ns ns

ns ns ns ns ns ns

100 — o 8
1.8
o od 8 888 &
10 ) 1.6—
8 z 1.4
= = [o) (]
= 6 121 g
4 1.0 NI T °
1.0
2 o o
& o 0.8
1.0
° 0.6
0.5 0.4
Q 0.2 )
0.0 T T 1 | I 0.0
N N N S N NS NS & S N N
y&w&&&&%&@@&%&y&@%ﬁ a@%&ﬁ@@&%ﬂ§@%%%ﬁ§
IO S NN NN © ¢ Py <
FEFRFTT T TS S S S S



Suppl
G

uM

ementary Figure S7
© HC_Adult
O GSDla_Adult

Lysophosphatidylcholine (LysoPC)

ns

kkkk ns ns ns ns ns
ns ns Kok ns ns ns ns
400— o
300
200 \ ?
200 \
150 —
o
100—
% o
%ﬁ
) og

10

8

6

4

2 8

0 | LI W

'b &2 v S S N Q \
h b '\ ‘b "b 3

2> ) ’bd\ @0\ 00\ 00" od\ ’bo o& 'bdb fb&fbdbo& 'b& f»&

(¢] QO QC: ‘2080808080808080808080

S

diacyl-Phosphatidylcholine (PCaa)

ns skokokok ns ns
ns ns ns ns kkkk NS ns Kkkkk NS ns %k kKKK NS ns ns ns ns
ns ns ns NS skxkkk NS ns Kakk ns ns ns ns ns ns ns ns ns
1200 — o
o)
800—
o
400— é o
§~ o o O @
200 \

150 =

100

S Q '\ Q £V
3 Ny 'LWWW b‘ M &
v (;D dl« o’b o“) PP PP 0") G’b o'b G’b o’b o‘b

LA A o°o°o'b'v'bfo”'o°'o"o"o°o°o°'o°'o°'o°'v'b'o"fo o°fz?o"'o"9’%’”@"##0’&&@”0”9’0 'b"fz?
Q(J QO QO Q() Q(: Q() QCJ QO Q() QCJ QO QO Q() Q(: QQ QCJ Q(J Q() QCJ QO Q(: Q(: Q() QO Q() QCJ Q() QO Q(: Q(: QC: Q() Q() Q() QO QCJ QO QC:

93

““—“ﬁom

:
;

i !l

’b‘b

6

bbt

&

ﬁ
ol .dtl,....

oo ke]

U] Y

P %
%%QQQQQQWWWWWW
&00&&&0&&&&&&@&0 lalee



Supplementary Figure S7

© HC_Adult
I acyl,alkyl-Phosphatidylcholine (PCae) O GSDla Adult
ns *k ns ns -
ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns
80— - ~— - - - - - - - - - - - = - - -
ns ns ns ns ns ns %Kk ns ns ns ns ns ns ns ns ns ns
o0—-—- - - - - - - - - - - - - - - - -
° o
40—} o o
20 °°%, 0%, é é
N oﬁ)v T 6 T g OJ %
10
8 LipE b °
8— I o
o | ° o
6— o I ¢ o o
O ¢ o) . o
= ¢
= 4 C . ® o o
: : € $ab 8 o8
1 LX) ° o B3R 88 o8&
1.0 ) o
N o 8
0.8
0.6
o
0.4~ (o) °
o
0.2 o §
0.0 I I I I I I I 1 I I I ) L]
0 a2 45 N9 q o o N A a PR )
Q ’Io ‘b bt bt » bt Q) Q) G- B K-3 ‘b ‘b D % % D D" Q - Q Q '10 ‘1' W "1' '1' W >
o‘b (;5 o‘be " ‘be 3 c;b 0".: o’b 0'5 (;5 C;b o‘b o'b o’b o'b o’b o'b 0‘5 0'5 o’b (;5 obn A o“eo“ ob‘oob‘e b‘e A b‘e b‘o(’ eobtobtobtou
% 0 0 >0 0 ‘b 0 Q ‘b 0 ’b 'b 0 % ‘b ’b ‘b 'b 0 ’b ‘b 0 % L 'b > 0 L3 ‘b >0 ...
T U Ul L LU LT L L L L L LI

Hexosylceramide (HexCer), Dihexosylceramide (Hex2Cer), Trihexosylceramide (Hex3Cer)

sk ns ns ns ns skkok ns
ns ns ns ns ns ns ns ns  skdkdkk Kkkk ns ns ns
20— ns ns ns ns ns ns ns ns ns ns ns ns ns ns
15— o
10— ©

00 P ﬁéé 8

(@)
L ® od8
1.0 \ o
o
0.8—
o
= o ©
06 o | 0 I
L § (o]
§~ o
0440
0.2 8 lo) o
0.0 |||||¢'§'F LI gﬂg—é ||
Q\Q\Q\Q\Q\Q\'\\Q\\\Q\Q\'\\\\Q\Q\Q\Q\Q\Q\Q\\\Q\Q\Q\Q\N\Q\N\Q\Q\Q\Q\Q\Q\
.\\"b‘ \"q’ \'\‘b& \‘9’& NV \\‘15’ \'1‘3> \»8’ \'3’ \‘19‘ \'1' ‘P '1'3'\'{3' @ \'\b‘ \'3’ \'3’ \'3’ \‘1' (ﬂ' \'1' \\‘1' .\\'1'\\‘13’\\‘1?’ \'\6 \'3’& \“5" \‘1'&“
& & &
RO° N0 RO (KD” (KO (KO RO (RO RO (KD (KO RO N '\'\'\'\\'\'\N'\'\'\'\'\'\\'\\ N
gﬁfﬁgﬁﬁ@fﬁg&&@@@&§§§§§§§§§§§§§§&§6
RGO R RN RN R SRS & O P

P LE L R L L L L O LT %Qé{.b Q~+~b° & Qg ~2~° R &""z@ ~2~°+~2~° Q@ Q@ & Q*é"%'b Q‘é‘:z@ Qg; Q~

R Qg, E ~2~° E Qg; Qg 2 Qg, 2 ~2~° Qg £



Supplementary Figure S7
K

Ceramides (Cer)

ns ns
ns ns ns ns *kk %kk kxkkk ns ns ns ns ns ns
ns ns ns ns ns ns Kk kkkk ns ns ns ns ns
15— - - - - - - - - - - - -
o

f‘ ofo & &Sﬁé o 8o

Q\QQ\WQ\%Q\ Q\ 0\60\ \\%Q\s"\‘?“\a@m&m@u& ENJEN b\ N Q\ Q\ Q\ N Q\ Q\ Q\ Q\ N
&00000%&00&00@0000&&&&&&&&&&

SRS SRS N

S N I I S SIS 5@&’&«\"

"'o@ o‘”o"'\s*o TS S S
? &

S,
FFFFEC

Dihydroceramide (dihydroCer)

ns

1.0

uM

0.8

0.6

i
Aelfille

Q\\Q\Q\WQ\Q\\\Q\\\\
Q@\’*g\'v\'l'ﬂ\’\'\\o\’b
CRRGR CR
ST T E T
b\ 00 00 00 00 006\ 00
0 0‘\
¢ ¢

@ HC_Adult
O GSDla_Adult



Supplementary Figure S8
A

O GSDla_Infant

O GSDla_Adult
Carnitine and Acylcarnitine (AC)

ns ns ns ns ns

ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns

200 - - - - - - - - - - - - - - - - -

160 Kk ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns
120

80
40

uM
-
|

Fatty Acids (FA)
ns ns ns
Cholesterol ester (CE) - - -
ns ns ns ns ns
Rk
- ns ns ns ns
ns ns ns ns kKK ns ns ns ns ns 2400 = o
ns ns ns ns ns ns ns ns ns ns ns 1800 —
4000— O
o
1200
3000—
600—
2000— 1°)
o \ % [<o} Q)
N
1000 \ S o ©° 300 °»
1000 \ 1o
i = 200
800— S %
o
2 600 Q@ 100 ﬁ %
400—
% % ) B oo olle
200— 10
o0 P é e Boe oo8 o é 8 ° ®
I 6
5 4
8 od g 2
0 1 I 1 1 L] 1 1 ) 1 1 1 I L] 1 1 1 1 | L 1 0 1 1 1 ] I ]
EDTEN TR PENSEN SN SO SENSEON SN R S SN SEN S SR S RSN SEN SRS S v?' ¥ ov D S D SN D N P S
DD DD SN NN DD DD DD DR DD DD L L N NSRS,
A A A A AN A AN AN A A A PV P AV P VAV Y N P NN
FFFEFTETETETITFTFTETETETITFIETETETETEEE ARARARAIRASA S i



Supplementary Figure S8
D

O GSDla_Infant
O GSDla_Adult

Diacylglycerols (DG)

ns sFkAkokk ns ns ns ns ns

ns ns Kkkkk ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns
ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns
1004~ - - - - - - = = - - = - - - - = - -

°© o
80—
60—
40— °
o

20—

o) & o)

N o % o o0

uM
o

@g©-°

o
8

8
8=
6l o
4=
o ©
3 o %08

g8 © o
® ® )

1.0

0.8

0.6

0.4

0.2 %

0.0

% % 80688

%
o gﬁ
1 1 LI LI
\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\\
,\btg,& ,\‘bq' QQ,(b QW'&Q\@ ,& ,\‘bq' QQ Q’b Qb‘,&g\‘b '&'1« QQ,(\ & QQ Qb‘,\% ,&W\‘b’b\%b‘ QQWQ Qq' Qn" Qb\&‘)&"o\%“b&‘b\‘b&mﬁ b‘.&‘b Qq' "bb "1:1'\ W\ :19
Q/Q/Q/Q/\/\/Q/Q/Q/Q/Q/Q/Q/\/\/\/\/Q/Q/Q/Q/\/\/\/\/\/\/\/'\/\/\/\/q,/q.%q, f\,/q, %/%/Q/\/Q/Q/Q/

R R A SRS SIS S SIS ARSI RS AS RS ASAS RS AS RS RSSO N
BN N N N N N N O NN N NE MO NE NFE NP NP NP WP W W T O O OO OO OO OO e\ 0\ e\ o oﬂ'o@o\ o\ o\

-5@3

00000000000000000000000000000000000000000000000
Sphingolipids (SM)
ns Bile acids (BA)
ns ns ns ns ns ns ns ns ns
500=— NS ns skkkk ns ns ns ns skokkk ns ns ns ns ns
400— o o™ ns ns ns ns ns
- o
300 o
200— 2 ,ﬁ %
o 20 "
100
{0 o0d

o
oo

& ®o
&>
o
b

8 .
10 1.6=—
= g o
= 8 I~
H 5 14— o hY
6 I 8 Il o
® 1.2=—
‘ ¢
o 10 \
2 (o) o © 1.0
fo) 0.8
0.6
° 0.4 oo
8 0.2
T | | | 0.0
N

1
N D VN S N P o P S S P
o\b‘ 0,3: d{b d“} 0.-1} o\b 0'&0 N 0"' d{l« Oq'b‘ 0,-1} 0,-1' o"‘ (JG(J 00 0000(:000 (9) CJV.\)O <L 0C; o() 9 6\0
SRR E T S S S



Supplementary Figure S8
G

O GSDla_Infant
O GSDla_Adult

Lysophosphatidylcholine (LysoPC)

*kkkk nNs ns ns ns ns
800 - - - - - -
ns ns ns ns ns ns ns
600— — - - - - - -
o
400 %
200
200 %
150
Z 100

11, Bt

> 2.2 .2 2.2 % _ 2 _ 2 2>
QGOQOQOOQOOOOQOOQOOQOOOQQOO

el
O (s) o' O o .0 O O O
SR R SR RS R S o

diacyl-Phosphatidyicholine (PCaa)
ns ns ns ns
ns ns ns ns kkkk ns ns ns ns ns ns ns ns ns ns ns ns
2000=—NS ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns ns

1500} 8

1000—

- L

150—

100—

o
g @
=oRHP2.Po

ol s Qo | | | SO

A DS NA D 5O NP D5 K H 0O ND K H O ANAIGD KD O O N K H O
PR ARCAR TR R JEAPELNL I RPN JRATRL P P RO R ARG PN RTARNADN A
(R Gl Vol Rl VU iVl it Sl Vel il eV
PRSP RRRL R PR R PP

LT LT L LT L LT L L L LLELLL LKL

O O N O IV O N
b D G O (VS A
F VPP PP



O GSDIla_Adult

O GSDla_Infant

ns

acyl,alkyl-Phosphatidylcholine (PCae)
ns

ns

Supplementary Figure S8

ns

ns

ns

ns

ns

ns

ns

ns

* |

ns

ns

ns

ns

ns

ns

ns

ns

ns

ns

ns

ns

ns

ns
ns

ns

ns
ns

YV
v
o
)
*kkk

ns

1
N
b{y

Raldald,

ns

ns

oS

@
L

ns
ns

o
S

P
ns

ns

ns

ns
ns

ns

ns
ns

ns

ns

ns

ns

ns
ns

ns

ns

ns
ns

ns

ns

ns

ns
ns

ns

ns

ns

000 —0F0

ns

ns
ns

Hexosylceramide (HexCer), Dihexosylceramide (Hex2Cer), Trihexosylceramide (Hex3Cer)

ns

ns

ns

20—
18—{ns
16—
14—
12—
10 {
10 \

60—
40—
20—
10 \
8=
1.0
0.8



Supplementary Figure S8
K

Ceramide (Cer)

ns ns ns ns

ns ns ns ns ns ns ns ns ns ns ns ns
16ns ns ns ns ns ns ns ns ns ns ns ns
14— o
12— °
10 N\

> &

80 ; o OO
Bl % %%

I ] 1
e\o\e\o\o\e\@@g\»\\@o\e\c\@ee\e\\\o\e\o\\\a\@@@«\
o o°
PP PO EE O TP \\'”\\'”%\\'gx\'” & fﬁ"%'b'& f»\"%fﬁ@%&m\&& v
AY N '\ qﬂ A7 AN N7 AN¥ NV N '\ \
R et
00 o@ 00 00 00 00 (}0 \b\ o@ 00 \b\ 0@ o@ o@ 00 o@ 00 (}0 00 o@ o@ o@ QS ~Q O 0 o@ o
N N2

o
8— o °
61 o O
. 4 3 & eﬁ
- 2_\ Qg o %g
1.0 W

80 o)

0.8

Dihydroceramide (dihydroCer)

=]
7]
=]
7]
=]
]
*

ns ns ns ns
80

60

40

—ggoo o

20

201
15
10
5

©
1.0 Y o °
0.8
0.6 o
0.4
0.2 @
0.0 1 1 1 1 1 1
N
(3 ©°
‘bg\ AU AR
CH ‘b
N N V
Q,Q & @ \5 @ S @
& s &'es
o“ (¢4

uM

O GSDla_Infant
O GSDla_Adult



