T4l prhrw%r

@ o= =l A2 BEZRE 2% %w,f ofs-

Korea Brain Research Institute

HTAA H|Z =A] HjZ  2024.06.20.(2), 08:30

BPAN Z2tX[0| & &S 2R10l= W AUt
- ATATY BAIY WARRIAIREY ol 14 BF ATH, Rt
K] Free Radical Biology and Medicine ¥f&
- L-Serineo] BPAN 2ato] A|£7]%5 8]=o] Zupslojat AU )

FRHUAPARY AL AR ATTE 2AY WA} Aol
pArRATiSt Y olxE B4o FEATLR UAY HRE F shy
U ezl S AU UGRHEPAN Brel Sz 4
3 GUARLS 0|83 M) WA A FHL Al WHe L
Sck 209 HAC

*H|Ef-Z 22| CHEHR] Ak AZAEd(Beta-propeller proteln associated neurodegeneration,
BPAN): WDR45 |t ZECZ Qlgt |4 M4 4 |4 *'745I°”*“'2*i e o
|_

Ho| 4o ROP| B OF57|= EE Aol 25 /ls X*OH W2} 5= HO|H YHO| &EH =
7 Ile S 20le HEEY

MzoA H(F*)e] #+32 M=o 752 7AZ Hall il 5235ttt
AlgE, A(F?)o] uttfstr] Ao|H EHANZZS o HAgh 42 o
BPANY 22 = A ZA/Y AFEY Agt
EX5t=  NBIA(Neurodegeneration with  Brain Iron
Accumulation)S X|&25}7] Yo AZHA|(Iron chelator)7t ZFAjA QI
Aefosr £ ooy, 2z g2 dGAANA Afsiin.

DZojjlElo A& ofLoflA] BPAN hxp O] MOopA|mojA] ABA] U
=45 7= A9l giE&o] 2lAaExo ’”‘4517, A7 G FRIA}Ol L-

M (L-serine)o] 2]A&ES] T4 /Jsto] FFAA FF2 &= A

= 2RI, AR o] T2 TJ|E AFEE HIEHL=E L-AHA

(L-serine)2 o]&3st 24 F 75 7IAS ol A=y A

ol WS s

tlo Sk Sk
d
|1
o
o)
T
L
ol
o
P
%9,
NI

*2| ~F(lysosome): HEIZ B3l §47F SOIQUE ME UQ| 22 FHUE, Z|LHo|A E=
=3 F Hest 472 Flistl ER Q= A2 HiEA 7= 9&8e



A= AL 2las U 2 58S detA7I=A] Lotlr] Hsi,
BPAN 2A}m-2f HJ—‘?—*J ofMlzof 7]E AR v]m2] 2 (bipyridyl,
BIP)S Aalstgct. 1 Axt, 2]A& Y A £xo] US| 9oy, 9
AAE Bl=olnt Al *“xé_’roﬂi = HeP7t Ylee %}%16}9&@.

S, oA R Aol L-MdE A2t Aa, 24Fe 7lew ¥d

= oA1&X RNA(CTSD, MCOLNl, TFEB)Q] ®3lo] Z7lsla, 2|AZE

o 4 -?a“éo ’<7}6}04 Sad uef 2 é’ﬂOl @i@% elst AT
L- o

)\ .
APEe ol A7g S8 L-MTo] A% Y vjgyRos o A
£A2 Yot W ofeh, AEHRE B 4 QAW AL
Ta, QEUA @gel 2% W HmIA A4S E5) BPAN AL
NZ U 542 2247 AZ 715 ol=d 258 ang & 4 9
e A4S U 4 9k
A Mg ofjel mal Tl A7 AAE vgos LAl
BPAN it A &4 @8} 2 S Zao] anmolet: #e ¥

Lot oh, SRl NBIA A7
A7Ue Yoz Y BAL

=
RayE A ol W

41
uu & 4> S

FEshe ARRAE AT 3
o BRSe wEeo] 4y o

ol

ojfl A= 2h=kAH o5, AU A+Ho] 35 1X5A= Ao
siom, =A|sr=X]9l ‘Free Radical Biology and Medicine (IF:7.4)
iz ol AR = .

* (=2) L-serine restored lysosomal failure in cells derived from patients with
BPAN reducing iron accumulation with eliminating lipofuscin
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