Poster #638

Thursday
3-5 pm

<E Je ¢ Jo ¢« A E v puElupge po E o - e C .]vs8Po §} A
Ju%e JEe PoC }le% Z]vP}0]%] u 8 }o]Jeu (E epoYVP ]v Hupo Ylve NY( N
, U 8}%1}] Y <3 u 00 SE ve%o v3 Y}v ]e «Z}Av 3§} }voC u} 3dC
cCU%S}tuX /S ]Je SZ €& (}E E]Y o S} A 0}% u}CE + YA SZ E % * Dand Emust be cleaved at the 928t position to achieve the active conformation
S S (E Su VvSe (}CE <(E 7 e V Z]V E e S ég%o] OOC; I Jsubunit must bind here to achieve active conformation
Or%Z}*%Z & ~DOWe AZ] Z oJu]lde ]8¢ o0oo0opOo E H%S | v 0]A EC MGALCH"
~Wd e+ & o0Cie 3Z ]YIv }( DOW }v&} v AoC <Cv3Z ]I oCe} ) , v o o O MGALC
. N .o o o O t]o rSC%  'o0 E ri WZ}e%Z}SE ve( E ¢ ~Wd e ]Je v ]Jv YA ICu}lP v SZ S E <p]JE * % E}S }oCY
v }P vipue Wdee Z « 0}A YA]SC v ]JvZ & vSoC ]Jv 8 ] vs (}E pheo o AP & %@E J]o 0} Y}v ~3& @E ] u 6706 &} Z] A 18« YA JIvQEu V}v
Ju%o E} U] E %S}E ]Jv ]JvP v E oopOo E pH%S | Xt Z A | (O E}IVIAv A G §) Jv E « %E}S JoCY o AP v viCu YA Y}v AlsZ]v oo+ (JE Jv E -]vP
NPNTWd e e §Z 85 Z « Tir(Jo ZIPZ & <% 1. YA]SGC (JE& JvP Dow sf| U YAISE UE JUREIAIVE T e Evo T
o A ' ' _ ) | O 2irTWd e ]e SEPV S U %E T YA S A E] vs AJSZ «]Pv]. v38 A vE P oW
M Wd,’ A]S,Z Ujppe Sz Tu = S} %o (E} M ZIPZoC %0Z}*% Z} ®ECHK S, e % E)% E JV(IEU VIV AlEZIuE v (JE Jrep pv]s
u' >MP A e oZ1Av S} Z A <]Pv]. vSoC © & |]v JvP S8} /rDWZ v 8] o, e 0ir(Jo ZIPZ @ <% ].  VA]3G ‘
E]A (E}u dA]S Z E u] v DOWr % v vS u vv EX eJvPO | ] OAV 0'P8]v§i%oZ}°%oZ}CEf§0 Y}vC}E((y-}?EuYo o@-}-}uﬁ;(yvclEc;u- e it e
ut >V v dA]S Z & u] 8 JESZ +Z}A  E} viGu Je3E] pViv v | | Ewa i arsz 7 @ 08 0 A2 oor pe 20 VBN N2 @ e Hemo) Y)ve s AT Julvvsue s ARG e Alszin
Jv & - o]( *% v v U}S}E (Hv Y}Iv ¢ }lu% &E S} td u' > ~o}A >]v >]u 8 oX VPI]v EIVP }( 0 E rirWZ}+%hZ}3E ve( E + (JE W@ u' >PWA & }u Jv v ulpe ' > A% E A184 ~ini
A% EJu vd o }v ]YIveX ,yuv ' > ~Z' > e Z o Jv§E]ve] 00C 0}A %o [ELo—gr—o—ToTov ootk SV IC U - OE VICU 2 %o uvS dZ E %CU Djo dz & DfS4
(WESZ E }u%o] &« EpPP A 0}%u viX t Z A E 3§ VIA o ' Al s A1xZ7 2 .2 2 D1 udu) ] |
el oYSuYlve 3Z § JuU%EI}A % E}S ]Jv 8 ]o]8C v Jv E e« "> viCu }
8§} AlJo 8C% Z' > X t 0] A 8Z 8§ Uu}E& %}5 vS Pv 8Z E %C (}} |
Yt £% E e¢]}v }( 8 o Z' > A]3Z ~i*i Wd e 8} % E} p ulE Y A
© E oopo E p%sS |
(
O <E ] ] A E E E 0Ce}e) S E}A o ~rZ' > e «]PVv]. |v§
. e o o o / vV Upe MO OCe}e}lu 0 PS 2 R
upsS Y}ive Jv SZ P o S}eCo CEu]} e ~'" > e P v X °S 0 V Z'O,I‘IIy ZI1PZ|&E
< . & & & 0 '
<>dZ]° 0 o é}\P 0 é}.go CE u] o ~' 'S V|CU . V (; >}E U ] % quu YA]S(; SZ V A]O SQ/)O Z
ujo rp% }( A E]J}He 0]%] = v PoC }0]%] « J]v op J[vP |C
Ot > . ] v C peeo0}ee}(uC 0]veZ 3Z ~%E}S YA ofC
e AE v EA u P
O <E Z « u vC ]o]8 YVP «Cu%S}ue Jv ou JVP « JIpE]|s
(Vv eeU 0O]Jv V eeU eOPEE *% Z Vv 0}ee }( U}sS}E (|u
O>dZ @ ]l PEE vSoC vy HME JE + YA SE 3Su vse (ME
<>,|,1u Vv' > V:!(;u ]o ]8 uo\é §} ,CE%OCEV.. e ]§ ]o Z]PZnC HVeS 0N \/ lvsS Jve YvaoC
u} S Uu}uvsSe }( U VvVv}e O0r%Z}e%zZ s ~DOWe
<& A 0}%uvs }( v + YA Zpuyv ' > SE Su vs upes }A
Uy@& S o Vv YA viCu A]sZ ZIPZ & u}lpvse }(]|I
S EP YvVP S} JvE « ' > 0 A o° V E e« o0]v] o Cju -
-P
Exogenous
phosphorylated
lysosomal
enzyme
Oy E% E eo]}v (NN WA e AlsZ SZ & % MUY % E}S Jv %o E} u <« o
V 0 UM Z JukeEL}A EpuP s EP YVP ArZ''> A E JuJvvd e§ 0 Z'> [E%E o A]SZ}IPEVAINE Wil v VE & 0 "IZ'>> A% E e RA]EZ
> Yivrlv % v ovs DoOW @E  %0S}E ~ /[TDWZe Jo % & * vS }v v EoC| 00 oo (}CE oopuo E pu%sS | }( AE}P viue
DoWr @&]JvP o0Ce}e}lu o VvICuU -
\
>} ]eZ ,U &I U ¢]%uE-IC ">U § oX D}o po E o0 ]J}o}PCX 88Z ]Y}VvX E A z}EIW tX , X &E u vy {
Structure of IGF-II/M6PR Not All Phosphorylated Glycans
Are Equal for Binding M6PR
Uncovering
enzyme
GIcNAc-1-
phosphotransferase .
GIcNAc-1-phosphotransferase catalyzes the transfer of GIcNAc-1-phosphate NAGPA (N-acetylglucosamine-1-phosphodiester ]' rWZ}'%oZ}CE C O S
from sugar donor UDP-GIcNAc onto certain terminal mannose residues of alpha-N-acetylglucosaminidase), also known as uncovering enzyme, ErPOC \Y SRnd Bhd p Fa8niy
the N-linked oligosaccharides in cis-Golgi removes covering GIcNAc group to reveal mannose 6-phosphate (M6P) (Apparent Kp; n D)*
A YIv i6X6 WEIS Jv 'oC }eCo Y}v ]v $8Z Z v '}oP] }u%o £U D}o po E o0 ]J}o}PCU 63Z ]Y}vU (ii bis-phosphor G &d N-gl Can 2
mono-phosphor G &€d N-gl Can >6i11
'O E rirWzZ}e%zZ}sSE ve( E  ]e- o EP Y Ju%eo A % E}S Jv $7] § | Ll \o bindi
PE}u%+* 8} u vvle € ¢] p * }v Ero]Jvl PoC ve }( v AoC *Cv3Z ]I comple AScp N-gl €an ORINANg
U Vvv}e O0r%Z}*%zZ S ~DOWe % (Elu d}vP & dxU
<>WZ}-%oZ}CE(;o,\"(}v }( 0Ge}etu o VICU « ] v lvZz & vSoC v 8 | NS &} ¢ Jv V SHE U [S J* (PESZ &
Ju% E}u]le AZ v }A E A% E cc]J]vP 0Ce}e}lu o vICu
Olv E e]vP "0 E rirWZ}e%Z}SE ve( E o YA]SC A]SZ]v oo (}E |%
AlSZ Z]PZ & DOW }vsS vS Z e« v}S v Z] A o SZpue ( E A]SZ SE| |
OL U vt > ~Z > e Je % E} U Al18Z }voC u} 3 o A oe }( DQW .
W% S | v + YA vV ee o SZ E % PY P VS
S>dzZz & Z e vvl + YA ACS3}]vE ¢ Vv IP VIge %Z}*% Z}EC
]lv & e<]J]vP DOW }vS vS }v v AoC «CvSZ ]I o0Ce}e}lu o VvICU °
O KUE MM WA e r E% E e°]}v %0 Z}EU }A & }u » 3Z ]v 8|] v
%o E} e S} vepu®& v AoC eCvSZ ]I o0Ce}e}u 0o VvICu « E % E
&> t]o 8C% Z' > ]e pved o v ]8 pod 8} A% E e AZ] Z Z]N C
&10.00]VP 3Z }E]P]vV 0 % E}ule }( Zde v u AJulijvP sz |9 SE SuvsS & <E \ o
1 vY o D vl ErPoC v «SEP SPE - §} PoC }% @E}3 Jve ]Jv V¥V }%o0 su] & Y popu HPE]JVP eCVSZ e[V ot . Z A E S vV}A 0 Z' > vIQu A]sZ T «sE& s P] u]v} [ ]
ErPOC V % @&} *+]VP % EJu E]oC } HE+ ]v ‘}oP] *]Pv]. vsSoC Z]PZ E % E&}S ]Jv S ]Jo]sSC v viICu YA]SC
O WZYe%Z}ECo YIv }( E }Ju Jv vd 0Celelu o viCu s ]+ Z]PZoC 1k ot ZA & sV IVVIA YA P v SZ E %G %% E} Z (}E % E} |
LU% 0 AEr5C% <SEP SUE o DoW }vs vs A] I"T Wd o }r E% E ]}V
> YU%o0 AErsC% ErPoC ve & 35C%] 0 }( %0 su % E}S Jve v 1}lv - O EIA 0 ZIPZ0GC % Z}e% Z}EGCO S U S 0 Z° > %E} p (Erp
/E}P V}He 0Ce}+Ju 0 VICU » §} 0Ce)*}u - > 1} 1-SE] WYV 18 ZEs WleSr JeJvP G Juupv}z]es) Z ules@&qg LS EY Ol IV R over EIA o es e vt PR s Sl
o o | o . 0o
{OE}Y MWEE vE 8§ ZVv3Io}PC v v E ¢ %Z}*%Z}ECo YIv A]S8Z]v oo0¢ hvs®& § dA]S Z & u] dA]S Z & = E YA u'> dA]s 2 & ="' >
O A op 8 'dE (JE Eleer JEE YIv v e eSE S E p YiIvU %o
models of Krabbe
& 8§ E®ulv AZ 3Z & 'dAE VvV Ju% E}A A E]}pue oopo E Ce(pv Y
S A op 8 'dE ]Jv o v]u o ul oe }( <E Jo ¢ (}E Z' > A %o
]lv op JvP sZ2 EAX
> 8 Gu]lv AZ 83Z & 'dE Jv E e ¢« cpEA]JA 0 ]v v]u o u} o }( <
C Y e A s e o SEEES MO 8 Gulv AZ 8Z & 'dE vV E P 1% E A VS %C Z}e]v Hulp o




