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daF F4 Age] A7 WHozA, ZHiaF 545 s A NETH FaHS EFste Al *
AE D okAlY X 7eE FEHS Tee A2 RAES ol LR e dAAdA Fdse AL £}
=, 3y

AT 2

A1gol YAA, A7) Al 2AEC] ¥ FAEE, W,

A4 3

Aol oA, 7] FAAIE 8 FES 2y dYs s, U,

AT 4

A1gel oA, 7] Al 2AE] oF 74 WA 30dvitt 18] FoJE=, 3.

AT 5

A1gel A, A7l Al 2AAEC] FAhF 48 dEsele FARE LEete vlold X~ HEHE EZEEE,
L

AT 6

A6l YAA, A7) vlelz{ 2~ HEZ} ofdmvlo]# - vlolix HWEQL, HIH,

A3 7

A 18l QoA A7) FHARTY pprl, cln2, cln3, gale =E hexas X3al=, wH

A% 8

A1l doiM, A7) YHaF airvl g Ed-thad godavgA-1, EYFEE RETA 1, 2SEAA
ulo] =, vlHY EE dhsoluythAl A EsteleE, WL

A4 9

A7) 9olA | Go} ANAAE ARol= YEFAFE EIeE PirF: 7 2IS X717 9% pprl w4
25 E8slE Al AES T AS 28sE, WY

AT 10

A7l Qoix | F7] Go} AARAE ARolt YEFAFE X3elE HiF: 37 AIS X887 93 cin2
FAAE Estele Al A ES FoJsts AL xgets, WY

A3 11

A7 QolA | Lol AAAE ARl ZEFLTE X HaF F4 HIS XNF] A% cn3 FA
A5 st Al RS Foste e sk, WY

AT 12

A7l oM, A S E3slE HiF F4 FES A5 YT gale FHAAS = Al 2AES
Folale AL kel 9y
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A3 13
A7) QoA Hol-A2WE 3t #AE F4 AIS AR A hexa FHAAE EFeE Al 24
S ot S xdehe, W
AT 14
ALkl AelA, 471 FAZE A, SHlolr = e dHYolEE E3EhE, .
A+% 15
A1adel oA, 7] sEHolErt AuHEd s dHwedHge]ER], WY,
AT 16
A1gol dAA, A7) A2 2A4E] ARTH Fade] S-EdWx #E A (all-trans retinoic acid)S F7I=2
Egehs, W3y,
A+ 17
Arael dolAl, d7) kAol AmEHA frawke], did AVt S-Ed e A glo] dYE wiro S-EA
2> HE A} BEEo] Fojd w o e, W,
AT% 18
ALkl delA, &7 A2 2AEEC] AT FolHE, Ui,
AT% 19
Aol glolA, A7l A2 2AdEl 1Y 18] Fou=, Wy,
7% 20
A1gel oA, 7] A1 2AEH] A7) A2 2EEC] Tt Al 2EE £ A2 2AAES] U FoET
g o & A8 anE ATsis, Uy,
AT% 21
A1gel oA, BaF: F2 Felizk $7] Fo} wtely | Aol wiely, Fepwy, o)A yvk-gy | vlH
g, gy 9 AP o R o]Folx] IFORE AYE=, Uy
A7 22
ALgkel delA, 471 Al 2 EC] v W FAEIL A7) A2 2AEEC] AT FoHE, U
AT% 23
A1 e A22 el SlolAl, 7] Al AEC] Ao 7dntt} 18] Fojual 7] A2 2AdE] 1Y 13] Fo
HE .
A7 24
A238te] QloAl, 7] wiolg s~ WE 7} ofdwulo] ] ~-A upo]e] 2 WEQl, W,
3T% 25
A23ge] QlolA, A7) FHATY cln2s 38k, BH.
AT 26
A237el QoA 7] A2 2AEo] AvHEAs ¥IehE, WH.
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AT 27

A25% el oA, AL 2AdEe] Fo7t

tilo
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rlr
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o] A4

H 298 2019d 39 22¢¢] EYH v JEFEY A62/822,3105.0 et $AAL FHEH, o= 1 HA|
7} Bl Hx2 x3HE)

71& o

2 gl gAaEF 845 dagsie FAAE 2] Jof viey 2 IEeEg 22 gAF F4 F AE
5 A3t kAot gt Fosts Wl 3k Aot

YaFe Ad, g, wB5stE 9 e RAE @9she 29 545 hste = A" Av|Holth(De
Duve and Wattiaux, 1966). ©]& A & 79 EE 39 A% 9 Ay g4aF U9 =R Ea/Av 72
1= gx¥F

=

Hog FaE 54 FA4E& xyste], ApRIY(gol, F7]-goF @ Aol(juvenile)
%), A L Hol-AxawS ¥Fete FE2 fiAE F4 AZol(Lsh)e 7]
Wattiaux, 1966, Perez-Sala et al., 2009).

ANAME MREol= g EFAZF(neuronal ceroid lipofuscinosis: NCL)& F2 APzl A4 dA girs
F2 Aoz 74 2" A8 & aFolth. NLL 7ol e the A §3 W A3 A4 24
of FA g AT LS FRkele WAL AHA AsE, AA] e, A7 7154, 2R H 5 Ve
sto} g Y 452 59 & 5 Yuhachiya et al., 2006). NCLE w9 A%, F29 A4 249 %
ulAlz2A wlo] 9 Zb7kel B4 H3 §3 1/ §34 WA ukete] oy 250138 A 108)o2 AR
&%t (Lane et al., 1996 and Mole el al., 2005).

Fol AABANE MRole YEFAZF(INCL)S L AAZ A, AA] A%, &z 3 27] A%E Xfse T4
2 oF 187§ ® 9] o}FolA yeRdtt(Hawkins-Salsbury et a] 2013). FA&F a4 ZvEY @z g
HZtA-1(PPT1) & ¥538tE= cinl F3AAY 23S 5 AAA} 22 & thox

7Vd =4 V1A F4E FEIH(d). Folol wAsks A7 WA, v vhes 8o S
2 obsol mlal ¥ Ao of 500 #AE 2T TH(Id.). BA °]& Thed AR fivt.

7] gol MAME ARo|= FEFAZ(RFk2T]-Hh~7|H (Jansky-Bielschowsky disease), LINCL, 28)& #
FHoR 24 WA 4Ale F4E ofrlstal, wEx HAE L, Fil @ o AE FUF 343 At 2R
A 84 A 15410 Abde s At Lane et al, 1996 and Sleat et al., 1997). LINCLE A4 11pl5.5¢]
¥ F Ae] 6.65kbe] 1370 A= 127) JIEES] c/n2 FHAe] EARelo ARETE. c/n2 FHAAE i
= T8 2 AN Gl ojne Wk o g RE EfEle|=E AAGE 7S sk 46 KD @Al
g% EgEgd ERQETA [(TPP-1 Ex F2w vuzhad Z2eold]) S ig}év}((}oebe 1995 and

Vines et al., 1999). o213t cin2 AR EdWol= TPP1 wjde]l A W/ E V)5 S Zgste], A
Zole-gEFA 02X FAE A/EF AWALT FAZE YFo =HHEE opr|3th(Goebel, 1995). A
A7) AEgoz o]g Jled BgE XNEY T FE2 glon BE ATHS ©X] BEHo|AL tFHH o,

o] Atek X wA whao] B FHS EbATH(Chang et al., 2008). e}, cln2 SdAWolo] Atoldl WolAE
] 99om LINCL =}ollA] 7 TPP-1 Aol A= 4 QulsE Rart glom, o] LINCLY 23 3xloA A

AF cin2 AR e 77 Folglojor 3-8 vERITE [Viglio et al, 2001 and Walus et a/, 2010].

T THE NCLE Ao vhelH (Ao} o} AAME MEol= g EFAF(JINCL))oltk. c/n3 A Al 7%

= B Aol £ JdE fdad TaE dAs daslstth(Dolisca et al, 2013). JINCLZ A#E c/n3<]
EdWolE 1.01 kb 2AHE 502 gy, thE NCL¥ w7k R, JINCLe #He AR A9y, &5 2 <l
s X3 TR 4M WA TH9] ool A AR
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2 G2 ZEE =S M3 A er=r TaAYEE S de g4 p-dlazsolny
& dE88hE hexa FHAZE EAWoly Avtelth(Dersh et al., 2016). 7] &aE 2709 ABEAFY
Hel Eddols A7 mA g e uEAdstE xdste] M2o] FHe zUdch. Hol-2had

% o7t ATk(Id.).
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W fEol Tttt (Pahan, 2017). whebA, F12 S HE&E A A EA Agitad Uil ¥ 2=
2A 9] geotn=e] AAA A2 7HA 7 9L

T3 oy Ade AF-95 2 A EAEAN apoptotic) AES] HE7F LINCLS E3Hsls o] el NCL
A A7 gl 7ol = Ytk AES Wi th(Geraets et al. 2016, Dhar et al. 2002, Puranam et al.
1997, Kohan et al. 2011). 5] LINCLAIA /Al A= ofuAwk, A aw-wj7] A& A wkg2 A 11
o] 7]ojetE= Ao R WA TH Cooper et al. 2015, Macauley et al. 2014). FDA <<l ] ¥
2L o F3dA EfZ@gMEtel =g 58 A7 32X 8T 98S HaATE A
2AtH(Robins et al. 2001, Rubins & Robins 1992, Rubins et a/. 1999). Z&ju}, HY FE&
2do] o]o XA AHst gy o=, 95, T-AH Axe AZ, AE-g-Ax H=F, ol
A RIS 99dhs g2 Be NEdg 422 =% 243 5 d5E B3l 9th(Ghosh & Pahan
2012a, Corbett et al. 2012, Ghosh et al. 2012, Jana et al. 2007, Jana & Pahan 2012, Dasgupta et al.
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aA AFe WZ FY, 5 AE 0F AA R /P BE 9IE 59 )8 £dehe O AAUSe
i ddd ¢ vk, E vE AANFHA, ol A WAYUES AT AP oo 2ES FReteE FHA
EE RA-0E FA7eE Sl P £ ok o ANGHA, JAA B HAxe 55 45w
ke 1R 4 Y, AR FEshe WEeld R olEvtolAe] B9 gol MyHY & k. F7}
AAGEAA, B2 AYe 7AH Y 257, A 5471 2 dlEdelA/otErtolAE Fa AE"E &
o)

b

NN Feld BRE gEHoR B HA4E D gue st2de U2 Agss ol ojud o Edx
Avil glol, FaA 2ol ng Fole W Ay Agsy] dd F¥ FEe 93T £ %

o] gl "FI-¥"(N2B) % Al~¥(Djupesland, 2013)L o]&3 & Qr}. of7)o&= vjAT
14 JHd2RE Hzol "dF Hdg'o

FHlFos 9 Axos Femoere] wjEo] EHM, o7 A -
ATk, wEbA el ZIAE d SHelA, fdAs d¥ e tRde A9

Bolo] AE & AANFE A, A2dH Fage] A4S TIEE FH S o 19 YA oF 1009

d ¥ ¥ 0 °F 704wt} 13], °F 54
WA <F 30dnttt 13
30wt} 18] Fojd

o 7IAE d AAFHolA, A5 FHxe vleld 2 WS ARES Fal duEn. A e
o] ulolglx WHE EAS futelx] Fowx B4 AXES AEgHor Az #

S FAF F vk vlelEls WEHE gEbtole| A Es obgmulo] =

ool nlelelam AE & Qdvk. wholgfs WE o] A3 thE nlolE i ofte-Ad Hle]
22, F2 ovpole| s duputolg] s Bl S22 npo]HaE EFFTE. ofde-dt vho]| s ¥
ow ure WA AEHQ wdow QlF oAl WHert. webx, ol ZAE & 5
HE = ot m-A¢ vpolelx WMHE EFT

= 37 EkS
=5 x93}

¢
¢

X

ool 71AE e AAFE A, vloly s WEE FAT a4F dEsshe AR FAAE 2. AT
a4 9 A% GAd s dsslele FdAE olad B SR Ao | UTA (ago), oFEATENA Alarsa), °oFd
As}ebA] B(arsh), Ab MlEbvlcha] (asahl), A7FE2] @M A 5(atgs), A7FE2] @A 7(atg7), I EY o
A EQozEeAl 1 == PPTI(c/nl), EZSEY FETA 1(c/n2), Bt (cing), H¥bs 234 @A
(clnb), A2FA FAE F€A(cln8), NZE| =2 (ctns), 7FAA Alctsa), 744 K(ctsk), FEAZLO|WLAJE=
X e A (figd), SI-L-FIAITGA 1(fucal), At LI-2FIAA A (gaa), AHEAA A (galc), 2
EARI(N-oFA’)-6- 9} EbAl (galns ), HIEF-SF A A B2 AT (gha), Lo-AZEATA] A(gld), #ER-Z=
EATA 1(glbl), GM2 e 2A= S8 (gn2a), glcNAc-1-EAEE N 2bAl (gnptab), N-obAE ZF A}
U-1-F AX EWAHTA (gnptg), N-obA 8 FFAA-6-A 3 ekA (gns), WE-SFFF 22U (qush), HE-3 4
sobulUthal  A(hexa), WIER-2zolulUtial B(hexb), 3dld#-2ul-FF3Avy= N-old Edl Ay e}
(hgsnat), 3LF2ZUthA-1(hyall), ol FZH|o|E 2-A3ElA(ids), LI-L-olFZUTHAl(idua), Badx AF
9 gWA 2(Jamp2), &E At 2 9A(Lipa), o= ACHA (man2bl), WER-TA OA| (manba), F-312]3 -
1(mcolnl), etgputo]dl H3kA] 19 Xf5E %4 T ghaputolsl B34 19 7AIEA 24 (mtorel), Lop-N-
obdld et E ~olu|UTthA (naga), G 3-N-olMEIF Ao UTHAl (naglu), U THAl 1(neul), YR
Cl(apeD), Y- Cl(npc2), FHEPR-fAF Z2F T34 EWll)1-5Hr 99l 1(pnpla2), ZHEL-GHE EQ
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