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Fig. S1 Isoelectric focusing (IEF) of serum transferrin.  Standard Tf (lane 1), control (lane 2), SRD5A3-CDG patient (lane 3), and SLC35A2-CDG patient (lane 4). Strips were stained with Coomassie Blue. 
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Fig. S2 SIFT tool prediction score for SLC35A2 variant, c.46G>A p. (G16R).
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Fig. S3 PolyPhen-2 v2.2 prediction score for SRD5A3, variant, c.428G>A p.(R143K).















Fig. S4 Histogram chart represents the quantified intensities of LAMP2 in total leukocytes bands obtained by western blot. The values were measured by image J software.  










	

[bookmark: _GoBack]Fig. S5 Histogram chart represents the quantified intensities of CTN in total leukocytes bands obtained by western blot. The values were measured by image J software.  











Fig. S6 Histogram chart represents the quantified intensities of bands of the activation products of CSTC enzyme in plasma obtained by western blot. The values were measured by image J software.  
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The original blot of figure 5 showing LAMP2 protein expression profiles in a cohort of CDG patients. The red box is denoting the studied cases in our work. The blot was cut and the beta actin was detected for only the studied cases.
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The original blot of figure 6 showing CTN protein expression profiles in CDG patients.  The red box is denoting the studied cases in our work.
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The original blot of CTSC in plasma
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The original blot of figure 7 showing nitrocellulose membrane stained with ponceau S as a loading marker for CSTC in plasma. 
CSTC enzyme activation products
Tetrameric (200 kDa)	Control	SLC35A2-CDG	SRD5A3-CDG	4717.476999999999	4439.669	2174.648	Unknown (150 kDa)	Control	SLC35A2-CDG	SRD5A3-CDG	111.95	3287.799	674.071	Unknown (130 kDa)	Control	SLC35A2-CDG	SRD5A3-CDG	6492.233999999999	6339.456	2728.556	Dimeric (100 kDa)	Control	SLC35A2-CDG	SRD5A3-CDG	54385.894	59742.489	59393.936	Monomeric (55 kDa)	Control	SLC35A2-CDG	SRD5A3-CDG	2041.92	3531.406	1412.163	Cat L/S activation product (36 kDa)	Control	SLC35A2-CDG	SRD5A3-CDG	13466.64	14674.154	6467.426	

Band intensity (pixel)



LAMP2 protein expression
120 kDa	Control	SLC35A2-CDG	SRD5A3-CDG	23948.543	24197.342	27502.856	45 kD	Control	SLC35A2-CDG	SRD5A3-CDG	11042.861	24503.61	
Band intensity (pixel)



CTN potein expession
55 kDa	Control	SLC35A2-CDG	SRD5A3-CDG	21816.167	37955.823	18842.50999999999	48 kDa	Control	SLC35A2-CDG	SRD5A3-CDG	12517.589	26154.957	22586.51	42 kDa	Control	SLC35A2-CDG	SRD5A3-CDG	8208.417999999971	15577.368	3826.083	

Band intensity (pixel)
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Predictions

Substitution at pos 16 from G to R is predicted to AFFECT PROTEIN FUNCTION with a score of ©.00.
Median sequence conservation: 4.32
Sequences represented at this position:1

WARNING!! This substitution may have been predicted to affect function just because

the sequences used were not diverse enough. There is LOW CONFIDENCE in this prediction.
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Predictions

Substitution at pos 143 from R to K is predicted to AFFECT PROTEIN FUNCTION with a score of ©.00.
Median sequence conservation: 3.38
Sequences represented at this position:

WARNING!! This substitution may have been predicted to affect function just because

the sequences used were not diverse enough. There is LOW CONFIDENCE in this prediction.





