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2. ProtrudiniC &k DI K'YV — LBMEXEHERE
2B

Protrudinix d & & & HEHE A Hﬂ @ FK506 binding protein
38 (FKBP38) OfE& s v 37 e LCHES 72",
FKBP383/Mufke I bay FUTHE Y v MV 54
YXNZET, Bel2®BelxL%Z I FI Y FYTIZY 7 b —
ML, 7HRF=Y22WHT 2>, FKBP38DKIAY 7
AFMREHEAEERE LHABERIHTT LY. 12
FKBP38 i& Sonic hedgehog (Shh) #filiGtE%E A L, Mg
HIZWIAD S Y7 A TH B Y. FKBP38IE, H VYA
£ 47 119 12 peptidylprolyl isomerase (PPlase) i TE2SEI N %
YxRUY Y UNIETHD .

Protrudin i, HFFEMIEICEBRIEI &2 LAMIEE O
RBrZ LI AL ERVWERZBKT 5720, [28E)
Y% (protrude) | DEWRA S [Protrudin & AfHF S
72V, Protrudin (&/NEMKIE & > 87 BT, X F & F Lk
FX A4 ¥, T%bHRablIAA F X4~ (Rabll binding
domain : RBD11), 22 @ B B i (trans membrane : TM)
Fx A4 >, N7 Y (hairpin : HP) K x4 >, {KHEHEH
3% (low complexity region : LCR), two phenylalanine in an
acidic tract (FFAT) “EF— 7, coiled-coil (CC) KX A4 ~,
Fabl, YOTB, Vacl, and EEAl (FYVE) FX A YZf L Tw
A, TS OMEN I, Protrudin ST ¥ NV — A
BER/NMAAREEREZ: E 2 Sl EREI NI THED
HIEBEREZ A L TWAZ E2EDIT TS

Rab GTPaseld, ¥ F¥ A b—T ZAEEIZBIT L4V
HATDTAT YT AT 4 RRET D EREHHERKFT,
FNVHARTI=H—I2b%>TWB T EEH 5 LEND
ZEHLIE Rab5S K5 B 20 D RabTREGND AL v F2ffv, —J5
TYHA 27 7Ty KV =24 (RE) IZIERabll 255 A
LCTWw5. GTPHEAEIO Rabl1 &, AL O NG A 5
FEIEHMUEE~ D RE Dk 2 I L, 2 o7
AL C LR 2 & MR RS A4S § 5. — /T
GTP#E 4D Rab7 1, MFEMINE O Se i /7 10~ D LE ©
WP 2% % A . Protrudin X RBD11 T GDP#S & L 0
ARG Rab11 & A LY, F72LCR TGTPHE AR O
KIRab7 & AT %Y. X o TProtrudin 13 RE O Fi P i %
2l $ 5K CLEOmEmEEZREL, =2 FY—2
FEDNTE L THEELTWAL ERIEENDS. 2D DRk
M2 X 5 C, Protrudin IR ;%2 EFAZZ Y FY— 2 %)
KU EE L, T OME, BEEZH T 5 M
a2ttt s 5.

& 52 Protrudin X BUNFMRAFNEE— 5 — & Y8 H D
KIFS EHEAEH L, BUNE - 727 9 Abi I~ O F&
HA (B —) ONEATYEIRS & MRET 22, J4E, Mtk
IV RV — AEEMERALIZ BT, Protrudin 25T > K —
LZKIFS 2 5- L, EHICENDMNEICZITESINT
PEREAMEE S N D, &) M o FER 2 b A
Mo (FDY.
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1 Protrudin (I > NV — LEREFIEIC & V) thiE M DB
HXE{RET 3

Protrudin l3/Mgfk & = ¥V — 2 2B L, FoOWBEMEA T
KIF5 % LE 2V 54 5. & 512 Protrudin (3 /MK & /NS O R
TLEDY VR VER 2425 L, ZOKHLE OmZR L~
OWPEEEAIE S D CCRk 11 X 0 5 DHWZ).

F 7zProtrudinki & % Y287 H & L CVAPO R E &
722, VAP ® major sperm protein (MSP) K % A ¥ 7% Protru-
din DFFAT & F — 7 L#5E§ %. VAP IIBEEAERAIZ B
THREHRICHG T2 2B CALNTYS 2, Prot-
rudin ® FFAT € F — 7 ®Z 5|2 X 5 T, Protrudin & VAP ®
# A B L U Protrudin i & 5 BT KEVKR T I 5. 72
PCI2MIIZIC BT 2 VAPD / v 7 ¥ T, Protrudin D )3
TEASEHIZ 7 ) NGF (nerve growth factor) #5354 D ik 2
EMENHH S NS, Lo TProtrudinll X 5LV KV —
LHEIZIE, VAP L DREEDLIHATH D Z LAVRENT.

% 7z Protrudin @ mRNA @ B BE AR IZ IR 2 79 4 ¥
V7RV, WARIRE EY & L T Protrudin-L (long) &
Protrudin-S (short) &\WIH2DODHELDLT AV 7+ — LD
FEAE XN DY, Protrudin-SIEMHFLHEMME T Y F ¥ A
FHL T A2S, Protrudin-L I AL I HF RV ICH 3
fﬂ L Cw 4. Protrudin-L & Protrudin-S IZHXC, VAP & ®

EGEMATHFFATEF — 7 OWEICTT I/ BBORS
73@35” o ATBY, IV Protrudin-L (& Protrudin-

WZHARTVAPE LD KA T 5. £ LT Protrudin-L &
Protrudin-S {2 T, S MEINEATH . Z Ok
BREMWNT AV 7+ — L TH 5 Protrudin-L DFEA 1L, Ff
BB H 5 AT T4 2 v 7T O SRRM4 75 B
HLTws»,

3. MREFEIZRY - LABREMECICETIZINY —
L

IV Y= A3EARN MG B W TEE LR E 2
fHoTwa, =¥ FHA b= 2OBITREED A LT
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HSP (3B B OB RO L Y, THOEE L W% 3L T2 MBEWEDO—MTH S, HSPIXS £
SELBIETOELRIZE o> TEAET 525, TR HERT D spastin, REEP, atlastin, reticulon I\ 3 71Ld HP F X £
ZHELTED, Protrudinb ZD 12O TH 5. THEFBKEDO L SO F A4 2T, /NaREOMBEEMIZIFA S

, ToRR, FEZEREORWAEI L TRl F 2 —

THEE SN L. HSP B & 2% 7 B D28 B3 /N

JARDOREALZZF SR L, TOMBNMIES Y b7 =2 1Z8EZRT Ok 11 X ) 5IHEE).

B ENSHEEIX, LENEZEHREIND. LEZHEED intra-
luminal vesicles (ILVs) Z&ATW5A%S, ZHIUILEBREDOH
JERI~DRRAIZHEKT 5 S DT, W2 IZLE X multivesicu-
lar bodies (MVBs) & bIFIENTWVBE>, =¥ FY—AK
ML, EENLEICEMINTY Y Y — A LpGT 5l
OBEEIRL, B Y Y —H2FZ Y P A b—=Y R
ENTWEESRL, Bz WEOME L 3 5 HHAHICH
PbEL. TRV — AR HERICETS 2B T,
CO—HEDRNIZH LML RILTZY F) VY —24
(endolysosomes : LyLEs) & IR ZoHT Y K44 b —
¥ AR O S fRRAREEICIM AT, BED 2 o—#EIEY
A2 IRBICESNSE. 2oV A 2 v rRE
Tld, EEIZREWCAME N, &HTL2WHEZIBEBA LR
. —HLEDOEZHO—FZ=F V¥4 b— 2 ARKFE
ko, E4F AHILV % extracellular vesicle (EV) & L
THE M4, TOEVIEZZ VY — 24 (exosome)
EBRIFEINTWT, MBI =7 —3 3 Y IZBWTE
B fkEE B2 LTwBE Y,

IV Y —ARRICE T BB, 2 PV —AD5
HEREIRRNT 5520, LEO#®% & MRS, LEDSG
Hlad, Ak ¥y — ABEEMIAIC BT 2 HE
B \ARAE S 5303 L LM T/ itk & = > K
V=L ARTR, MNPV — ANl
B ORI WL, REITHET DV bhroTnn

sy 72 26.33-36)

4. MEFI D KV — LAREBERG & MBEMEAE & DR
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TRV (T AR B o — T, i ol o

BHICE - THIERI IS, HILHEOMRERICBW TR
bREWVIEIERIE, FEEES) % ) AR NP T & 2 BB R
CHAET . HSPIE, BB K B e A L5 2 il
FKEMIETSH 5. Protrudini 5T (ZFYVE27) DRI,
HSPOEHE D 1oL LTHISNTWA®, HSPH# & ~
N7 L LT, Protrudin PLA4Z B spastin, REEPs, reticulons,
atlastins 72 £ % & 80 % { DS E S Ty 538404045 Jn
% HB O HSP /B D2 S #AR T-1%, spastic paraplegia genes
(SPGs) 24l L F 5 A2 Wz 401 THAEML T T, Protru-
dinlZH SPG33 & WA WA DO VWT WD, HSPO I 7 ik
FOSFREHEATIE O T I e & R T, 2 AU B B
DEEHRED R VIR LT 5 2 LIZREKT 5. Protru-
din i spastin (SPG4) L #EAT A I LVMONTWVRY,
—F, VA 7uE—5—%FH L7245 Protru-
dn b S YAV 2=y 7 ADWMD T AT F I 7 AFM
T, Protrudini& s ¥ /87 B & L CTHBDOHSP B Y /%
JREMBFE SNz, ZFOHIZIE, myelin proteolipid protein
1 (SPG2), atlastin 1 (SPG3A), REEP1 (SPG31), REEPS,
KIF5A (SPG10), KIF5B, KIF5C, reticulons 1, 3, 4 (reticulon
2THBHSPGI2EHM) HEHEFThTWY., ZhbnsF
SELHSPE Y VN BHDE L, HP R AL Y2 H LT
W5, HP XA V3BUkED  SOBMHEEZ LTBY, /N
TR OB M A SRS Z LI X Y IRE EEA 3
i, ROV 2 — THEOEBICE S %,
X o THSPHE OB RZEMERE T, /MR o RE % 25
WX DWHE/MIEDO Ry b =2 IR T RKL, Fhick
DR A b L ARZESTLHET S (R2)Y. L72d> T
Protrudin {5 - DZERIZ X - TR I 5 HSPIZ, /MR
BEY N B ER L TUMIEA P LAPFLI NG &
Wy, RIFUYMATT4 TRHRICERNTLEEZONS.
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F 72 HSP Y i& = T- T & 5 spastin & REEP1 (Z A 5 % §F
DM T, LEORFELRERILE ) YV Y — 2 DRIEAR
ERRWZEIN, ThMEL Y By — A RE A O
AREOKRTH B EWE SN, FFIEHRB T 2 A
Protrudin @ K8 X° PDZDS D KT b FH % JLRED LE 238l
N, FoREYEOARE L MBEENSROOREY. Zh
LOMRAICEY, —#OHSPHM Y ¥ 87 HH, Mk
IV RV — NI BT 5 T v K — AR il
D> TWD Z EATREI T

— )i BE OWFFE T, Protrudin K4H~ ™7 2 O /WK 1TH)
Ny T ) —fEATIZ X D), Protrudin D HRER O A BT 72 1% H)
B S 222 7% - 725V, Protrudin /KE~ 7 A IZHSPAE D JK
BER 2, Kb DIZ) OWHKEOITE R, WEFEHL, F
BT R, BMi&GISTREOLRENED LN L
72H3- T, Protrudin BT D2 TILH MR (gain
of toxic function) 2 & 1) BHZAMEAE 2 FEIET A5, —H T

Protrudin B 1% 7 O R BRI TIEHEHEE L (loss of function)
WX DR EROERIAMELET L. ThoDMA LD,
Protrudin |3 1EH 2 kR D F8 A R AT BN IS U H D 2 R 72 L
TWwaZ EpREEhiz (F3).

5. JNREFEIDRNY — LEBEBEALICH T 5 Protrudin-
PDZDS-VAP & 1%

INFEAR T Y B — A R R A C Protrudin & 15 #1912
<y Ny ENES D 72012, BAERE Protrudin K
H~ 7 20BN OS2 W T4 77 Ly vy
V7a s Iy AN Thbiviz. FOFER, Protrudin
DEERESD T THHVAP-AR VAP-BIZHI R T, ¥z
\ZPDZD8 A E S 729, F 722 DBAKIZIZRabT b &
FNTW FRROERI MO 7V —T 95 b s S h,
PDZD8 Dl % ¥ 782 B & L T Protrudin 2% & € 7252
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3 Protrudin EGTFNDHREERF I RIBICL H5FKIAR

t MIB % Protrudinl (5T (ZFYVE27) ORI, MUARGRERHC XD, EEfE 2 21 S SMBLMAEZT] &

BT (). —7J7, <7 AIZBI S Protrudin B {5 T O RIEIL, BEEERELIC XD,
MisetF OB OR &% EORBHAREFORHAR 27| Xk 25 ().

9O, EIEE), ERIMET, &
C DEBIB O 512 D L iR L 1 AR

1E, IR RN E 2 EOVE A TH 545, Protrudin DSMFERICB W TEHELKH R LTWDE I L

ARRENS Uk X 0 FIHEE).

PS
\ ) PI4P Rab7
SMNAVRI? IVRY—LA
Mdm10
Mdm34 ¢16C
Mdm12 Lipid transfer PDZ = Eped
SMP

IV A — IN;

ERMES #£&1& PDZD8

4 PDZDSII/NAESS I RY —LABEEHXT S

% £ ERMES # & A1X Mmm1, Mdm12, Mdm10, Mdm34 % & &, /MMafkE I b3 v FY 7o) YRR %

M9 5 (/). —77, PDZD8IZMmml DIFLE /Y51 7T, SMP F X 4 VAREIIZIRE 2 /Matkhr sy Y —
LIZHi%E T A (F5). PDZDSDCI F A A YIEPSRPIAPEEAL, Mkt = FY—208R 5515, 2
DIEERIZIZ, PDZDEDCC KA A » & GTPHEAAIRab7 & DFEG OG5 k11 & 5IHKZ).
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PDZDS8 & % B Mmm1 O #L% ¥ Z 1 7T, ER mitochon-
drial encounter structure (ERMES) #HAKROH 7 1=y @
12 Th%. ERMESEHEKII/MUAE I b FY T
M HAEH % M4 L, synaptotagmin-like mitochondrial lipid—
binding protein (SMP) N X 4 VKA IR %2 X D Y
YIRE OEABICE < (R4)™. PDZDSDOREAE L LT,
MRS B B/ ray FY THBEHE ALY Y
LAEEFIEICE TV D ERM SN TV 2R, /Y
AT EOF IOV TIEREDbIO NSO NMZT 5 F
TAPTH o729, Protrudin & PDZD8 DEFRIED 12 & L
T, MR ETHERZIERLTBY, EEoh—hns
KIETHEL)—ITDF VT EDGRL, HEIZY VX
7 B <

B IRARBAMEE & Fl W 72 OB R A X — 2 O T IRITIC
& 0, Protrudin F#kIZ PDZD8 & /Mafkz > By — A JEEEf
ACRAET B2 2 LS NI R 5. TRk U R
v — 2 B G AL @ 1 Protrudin F 721X PDZD8 @ 38 BLD
M X D BEHF WA L, & 512 Protrudin & PDZDS i J5 O
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FEBLNH] TR O WA OFFR) R ATRD 7.

PDZD8IXCC K A A4 Y &AL T, LEIZJRTET % GTPHS
HRIRab7 & DMEAEH T 2465359 724 7V —F1Z,
Protrudin-PDZD8 WA A/ Mtk = > Fy—2A Lk I b2
YRUTD3IDDFIVH AT OMEANMENT WD IR
BLTWAY, LALZFOABNLEEHRIIOVTIZES
BBV ETH 5.

6. PDZDSI|- k& BREE &%

RO, EIREERER AN Y 7 AFRER A VA
T HREOHBEIZM T Wb, PDZD8IZSMP KX 4 ¥ %
FoTWT, ZOFAA VIIIREERIEY %A T 5 tubular
lipid-binding protein (TULIP) A —/%—7 7 I —IZJ&F
%. E5HIZPDZDS DEERE/ST 1 7 Mmm1 1E, ERMES # &
RIZB W CTIRE %2 A3 2755, L7 LPDZD8#*

REWRESEE AT 522EAWTH-7/. 22 Thhtb
i, fluorescence resonance energy transfer (FRET) % FlJH]

HHRIRR C ORP1L STARD3 PS )
Shavryy | 'J\Hﬂﬁg: SRy—Is Rab7 PI4P PI4P Rab7
ST N
Chol J chol gt) Lipids
299 295 2993 AI833999 9999399339
XN | Vo | W
VAP VAP VAP
Protrudin
L PDZD8 )
4 I
FVINE HMREABE
MSP ™ e
VAP - | MSP INFEfE
PH FFAT ORD $
ORP1L FFAT IVRY—L
Rab76 §PI4P """"""""""
MENTAL FFAT START
STARD3 I ot ) FFATEEYVIN S IVRY—L
TM HP FFAT FYVE
Protrudin LB_DU_D_G_U_UJTU /NBRE
ek Rab7 Al IVRY—LA
SMP PDz C1 cC
PDZD8 [ ] { i
[ - lﬁ] ] 'J\ﬂﬂff
PS, PI4P Rab7 IVRY—LA
o %

5 MEGICRY - LBREMEIICES T SIEERXEES /N E

ZLOMBNANT AT, ThbbLy FY—A4,

VY-

o, A, I har YT, VIR, BRI 7%

Eid, BREAFAL CT/NRAICERE ShTws. RENRNRALE LY FY -2 0BEBEAMHE (L KEML).

ORPILIZPI(4)P L Rab7Z# LTy FY—=AIZY 7 )v— |

s, TR Yo Eo VAP EMIEAEHAL, T

VRV —ADSNEENT L 25T — )L (Chol) FHi%ET S, TV KV—L4% V87D STARD3 1L, VAP L4

LCIaL AT —VE/NIENPSL LY FY —ANET 5.

Rab7 R°PIPs & DHANEHZN LTy FY—AZ 8P L, MaE»ro =y FY —ANREEZEHXT 5.

YR ED RN AL VS EMIENEEE RS (F). VAP

Protrudin-PDZD8-VAP-Rab7 # &R 13/ N R ICRFAE L,
b (N0
DMSP X A ik, IRE#%SY » 237 HDORPILR

STARD3 D FFATEF — 7 L #i&-9 5. F72ORPIL & STARD3 %, ZMNZFIORD & START & 9 JRE % F X 4
Y#AFLTW5S. —J Protrudin I FFAT €5 — 7 CVAP L #EA L, ZOWEY v /37 ETH 5 PDZDS TR EHmk
A4 YSMP#H LTWwh. %L TCProtrudin ® PDZD8 & Rab7 R PIPs E MIHAFH¢5 Lk 11 X b 5 H%Z).
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L7zUARY =27 vt A ZHWT, PDZDSONE Hikih
PEFR72, ZOVRY—=LFRETT v €4 TlE, FF—
1) R Y — A iZthodamine 7 X )V Jig B & NBD (7-nitrobenz-
2-oxa-1,3-diazole-4-yl) T NNVIFEZR-LETH LD, oIk
JETIZFRETIC X Y NBDOHOLIZH L L Twa. £ 21
Mk s R el T 5L FF—UKRY =405
JRE 23 S s % 728, FRET2M#H L CNBD O
PRI E NG, ZOFEHRIZLD, PDZDSIZ L 5T
phosphatidic acid (PA), phosphatidylserine (PS), phosphati-
dylethanolamine (PE), phosphatidylcholine (PC) % &)

VHIRERE I I RRILV AT U=V NS —E2 S &
NBZEDWENITR 729,

PDZD8 (2 & 2 B B ik O E AT I22 T, PDZD8 D
Cl KA A4 VIZPSEPIAPIZERMICH AT 5. PDZDS
DOYEFIBF 13 extended synaptotagmin (E-Syt) & FHLLL Tw»
5L FHENL720, PDZD8ILCI KA A » & PSR PI(4)P
EOREGENALT, Mafke >y Fy—20%E %R
T2 LHEWMSNE. F72PDZDEDCC K X £ ¥ ILGTPHS
A RIRab7 & DAEE L, /Mafke LE OBHMAEE < 4.
Atk e © PDZDS % SEBINH % &, PS DA
AiHZEALT %A%, PDZDS I & % M B i 3% o0 A B 70 £ 1
IZDoWTIE, %S LR LRI LETH 5.

7. MEEFI NV — LBREMERGICH T B AEE X

T fib SR\ 5 U % MR ik B (TG SR LIS EZE S T
By, HEOBEEBENTEEWE S » 87 HHE
ENTW5D. MMk v Fv— A BREMER IOV T D
W ODDOMERNTAHES N TWS (R5). VAPIZ/

fatks > 7 BT, MKREMOF VA AT EDERIC
FEL, BEREOITLRDBE%R L TW5S. VAP
MSP K A £ % L CFFATEF — 7 2 5 oD ¥ ~
N B EMEAEMNT 527 VAP-BOMSP K X £ ~ O
28 F 0 A PR 2R AL JE  (amyotrophic lateral sclerosis :
ALS) OEMERE DK TH Y, Hl4ALS8 & HIFIEI T
W50 AR I RAE LFFAT EF — 7 2 435 5
X7 E L LTI, oxysterol binding protein (OSBP)-related
proteins (ORPs), steroidogenic acute regulatory protein
(StAR)-related lipid transfer (START) domain-containing
proteins, phosphatidylinositol transporter protein (PITP)
domain-containing proteins, Secl4-like proteins 72 & 2351 5 i1
TWwb, ZLTMIKRZ Y Py — A BEEMIEAICE LT
1%, OSBPRORPSATH—LRA )L b= VIRE %
ERETHIENMBNT WS, OSBPIE VAP X PI(4)P
EWHALT, Y RV — A D52H#EICE <. ORPIL
12 VAP R Rab7 L FAINIIC, v FY—2anb/hakica
VAT —)VaEEET 5%, F720RP51ENPCI & 15l
M2, LyLER SO I L AF 10— VEi% I < ©. START

F A4 > % & STARD3 &, LERIZ4HA L, VAP & 1
LTMNBEPS Y FY —AAD T L AT 10— V%)
8 F 22 VPSIZCIFHAEME S —F ¥ v VIR L C
B, VAPRRab7 £tk =Yy Py — 20 %5
L, MR o,

#3lE, PDZD8ASSMP N A £ » % A L IR ik o @) X,
FFAT & A % ¥ 73 7 B @ Protrudin ° VAP R LE ¥ ¥ /N 7 H
DRab7 EHEAEREZ L TWDE I EXHL % - 7.
% L C Protrudin-PDZDS8-VAP 8 & & 1X LyLE % /)N fA 12
ML, /MRS LyLE~NO IR E ik 2 32 (X5).

] IYRY—LB#

>>#ﬁﬁﬁﬁﬁ%

MPITVRY—L #EIVRY—LA
(EE) (LE)

YYY—L

~
ZTRERT BEERE
Protrudin E{GIEEMEXIFFE (HSP)

5L E (Depression etc.)
VAP FREMRIERIZRTE{LEE (ALS)
PDZD8 DHIIMEHRARNLAEE (PTSD)
Rab7 )L —-¥—;y—RTE (CMT)

J

6 Protrudin B I #HEMBEO/NMIFI Y KV — ABBRMEITI > NV — LR E (TE U #RIEE MR IC

@<

Protrudin [Z/MEfk T > ¥ — A 5l ER{7 T VAP, PDZD8, Rab7 & HAKZ LK L TWw5b. % L TPDZD8 D SMP K
A A VRAFINNBER P S T Y Y — ANB-E 2 W% T 5. FO5E R Protrudin & AT T & B Y — A% 25t
L, HRAE R YEMERR 128 < . Protrudin, VAP, PDZD8, Rab7 D5 728 B MR R BICHE L T b LRkl X )

FIHEZ).

AAbE: 8593 K 45 (2021)



Protrudin ® FYVE K X 4 Y IZIEM AL C, PI(3)P & D#E
HFIHHEOT I BEVPRAAENTELT, PI4,5P,
RPI(3,4)P, R PI3,45)P L & AT 5%, & 5 IZRab71d
Protrudin & PDZD8 D i 5 & 1 HAEH 3 %. Protrudin, VAP,
PDZDS8, Rab7 iF\ 3 1 & #ifEREE LI G LT 5. Pro-
trudin O {7728 5413 0 22 2 P iE HSP I B AR L *% Y, Pro-
trudin KIE~ 7 2GR BB O LM %2 B4 55, VAP
IZALS DJEHIZ 7% 5. % 72 PDZDS it fz ¥ 1& posttraumat-
ic stress disorder (PTSD) OV A Z ¥ & LTSN TW»
%™ % L TRab7 ® i {5128 13 8ih 5% 2 Y5 i @ Charcot-
Marie-Tooth disease (CMT) ® B [H & 72 277, X 5T
Protrudin-PDZD8-VAP-Rab7 B A%, #fEROM) & ICEE
GREZ R L TWA I EATRIEENS (H6).

8. I KNYV—LpFHEHEEESJUCHBIEEEER
& DEGE

Protrudin & PDZD8 @D & B L~V 13 Al o ML 12 B~ T
TH W28, Protrudin-PDZD8 # A R 13 #5123 72
WA AT 5 EAREENS. Protrudin X° PDZDS % ¥
7 A ARSI TR BN 3 5 & BRI B L L 72 LE,

T bbb EFE K2R (abnormal large vacuoles : ALVs)
DHMBLT 5. PDZDS DIEBIIIH THN L Z o F PR IZ

¥R PDZDS @ cDNA %38 A$ 2 L [MIfE 3 525, IR B
EBEDS R VSMP K X £ Y RIHZEFAKPDZDS (ASMP) ®
cDNAZEALTHHEEL R\, X512, WAEMPDZDS
fi4E T TPDZDS (ASMP) % BFIZEBI L T ALV AT B
3 572%, PDZDS (ASMP) IZIEW T v KV — L5552
SFLTRIF Y MATTATRRERIZTEEZONS.

CHOAWVIIERE LRI ATHELZZATEY, ZORJM
13 spastin % REEP1 D&~ 7 2 kM ML Tl 5 h

LREEE LD THMLTWASEY. 5% AICZ D spastin %
REEP1 O HSP B R 2 47§ 2 pifEfllie<ix, Vv v —
LIZHERENELS.

PDZDS % S LI L 72 MMl <1, BB R E L %
D, MIRABPRIGEOHRBAMAKT 52 L2 0, M
PEDOREDIRIE S, 2 N Protrudin RIE~ ™7 A H K AiifE

M THEDOONBEB M EHPL TWBE?,. X5 TProt-
rudin-PDZD8 # &M1&, MRSHIIE O LIS HTH S

LRIBEEN S, S5 AL C Protrudin X PDZDS8 % 5§
B2 &, @RI 2D, FMNED S Taul 28
IREEL, BEREVEORH™ L —B L ThoofEx
0, Protrudin-PDZD8 &%, FFEHINL 2 #2251 A & PR
L, fEEEHERRCLEOBE 2 LTWD I LSS
2572 (X6)°.

9. BBHYIC

AfTlE, RO Y FY—A%aucBsir s, Ma
R > RV — LRl iR AL o BEfE & BRSO W THESL L
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72, FZTCTHLUL B E &2 JL 72 LT B Protrudin 1, ¥
AR BT B = > B Y — ABRER /N A 3% o ]
BIZEG-LCTwh. Z L CProtrudinld /M > F v —
2\ R BE fil 587 C PDZD8 %2 VAP R Rab7 & # AR Z B L,
MRy FYy— 2B CTREZ@RXL, TOMKRETLF
V= A EIE L, MREE R . Lo Lo
Protrudin-PDZD8-VAP-Rab7 # & 412 X % IR B #i % O B Ak
CIEIABHED LR ENTEY, S5 5MENLETDH
5.

RA N7 DL &GO 72 FKBP38 DI FE % & 14X Protru-
dinZ 5 L, Science i\ L CLLRISELL EED. £
OM, DHELFERD D708, B9 L5 ITWIgEr 975
LErZ e d%ho7. L L4 R Protrudin B A 1K13 /Mg
KLY By — ABEEMIAC B 2 ERE LS T LBMSh
L5912, HEISERATAWEICHEEL TS, Z
FCIEV R Ro R —EEE I LY, T
V7 MIBMLTTE & 5724  OFAREAR LTS
BORGSEIZ, LXDIEHE L T2,
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EE : early endosome (#Jfl= > Fv—2)

ERMES : ER mitochondrial encounter structure
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Shh * Sonic hedgehog
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