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BE  GEFOALANFEAEETRARE ZRALFEET T OHRITREARRK
R A K, IEAAEH AR NI TR 10 R EHATLE K BRATAR, 43T

&G IR SR IR AR R T AL
&G AR R B AR AITAR,
B35 45|

EASTEEIRERIT KL 20 L E B RITRK
W, Gkl R KRR e, TR RA
PRAR A EPURAE, P RA 30 A mENE
FEHE, EABERIKERAE R A N BRIk R H AR
R BRMYIRY, BRMEBEDH EZE MY REFE
PRECER R B3, HLAk Bk BRSPS R i A
RI(& 1), HEMERFEEREERGERAHEFRK.
BT ERESEREERR AN, S RAMBER T 5 —
LE A REA A SMRRBRIE A AT 4R k. (I,
BOE I RGA, X 8 B REHR T B AR 7 AL
HIA IR BE s 1] B T A R A IR K 7 T I, 3
ﬁﬁéuﬂtﬁklﬂﬁﬂﬁﬁﬁ%ﬁrﬂ‘]{”@?%?%ﬁﬁﬂ
EXRE- 5

1 MR RRRRER AL

TENYREER EUUARAOR B 3L R I 2 7E 40 B P i
PUET 4 Py S PR B L A ERSE R HE AR IR AR, FLARZR Y
ST EME: BAFHRTE. BESRBEERN
A RETE SRR R AR = 4R g5 K, BRI T TR Bk
HE P AHRRIKERA KR, A FEA4R
REWHIE B (B 1),
1.1 FFEARRRRAERBFE

1 AR VE R AU AU 0 A R R AR R S 1S I
R, FlwERFBNES RS T REFEHREL.
RBEARBKFREM. RE. HFERERREA
JRIERE PR SE. 15E MRAR T LAFESh & EH BY
R BB 17 B B AR AR IR A P S0 A SR T 4 T 1 55
. B, FT/RKHEBR o E22G RAZRER LR 4T
BRI, SR RZHERXH o RMEEA (o
synuclein) AL At GEA RO = AL AT . IEHIR

BORAE BOR A RATH A, R T B R L& JUF ot

O RER TR BRI R B 4 TR

FE R I — R I BRI R AR R R R A B R 4
B2 IREERIFER, Fl ks E R o FAl%E
EIA0 tau, 3813 3R mHKE T LAOBRILRRRE ) Sl
I = BRLA R H N i 1~29 | BIAER pH 414 TR 5 7B
BRI R4S, BRibZAh, TR R R HEALR
YRRt AEaE (21 AR AR KA LERITERT .
RBE MR TR WS HTRER, —MRAFTEBE
AR RIT B MR, PR ENRED G
BEIRARFBHEAR, FHEEERSMRRE,
BRI, B/ AR R At R B S A A TR A5 3 T A%
HERA,

BJE, BT RO S REERNEIR R0 E
FIFE AR, RS R R R 478 A 144
SFHEEHT BB Z F - EOABAERTER.
FEBEH R PEMA SR E R EHRIM. Eih
ISEEBORIAk, 27 6 1 4 T 355 A 1 00K 25 0 L A6 4 7
IERFBERFTBEEOEE, ANTTSBRIIEE
e, Flm, EEEFRFPEERR, ARMH
53 F AR 4514 5 FH (calnexin)JE B R 51 8: BEF014 9 v
BBHE M R R AR 155Q. D66H 7040 i 4 1 B AE 1,
A —Fh 5 F 18 Eps1p 28 0 51 B ReAM 61 B A5 JE ¥
G [6] PO 35 2 Pt 420 B8 2 (3 Bl 4 1) 77 (cy statin) 76 40 Y
PRI B, TR X R A 4 F AR AB R ZE R 5 B xS T 1E 5 #Y
BHEEBNREHNREHEWERWIO, H—FMH, [E
WIS T 4 M & Al ATP- IKBH0Z B RS %R,
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{1 TEEMHERRREXHESRMRKER

s R AEAR Y4 5

B IR 2K i BRI BIEMFEER E(AR) KB (1~40, 1~41, 1~42, 1~43), Tau
5 4R iR FmE(EKE B

WA G PRI IR o- SEAbZE A (B A R S AR A

U R Tau (FFAERISRAER)

FKIEME Danish R Adan Jik

FK IR British iR Abri Jik

YWY R 2R A8 A 4 A AR E G EMEIFC 10 RENFR), AB K
L 48 1 CH 88 T R A 4L R B EE (BF AR BB SR AR AY)

T EE FERUEABEBKER M)

/N B P S B SR 1 Ataxins (B EBEREEH L)

Kennedy %R HEMEZ BB ARG ER EMH)

B R4 G iR Ig BE(EKBFB)
SRR MEEMEEA A (HER)

M b o o MEEREES A

ZELGH B FRBREHEEAFERRABR)

IR MR BRI 1 FRBEERERAGET 45 HERBEHE)
L AR O SR BE IR R B2- MEREH

FEE e B AR R T BREAA-1 (FHB)

11 BB R % BRSER B IRFR)

IR R B 18 LEWHRETF

BHE R ERERER BHENB(EK, E)

JBE S FAR K IE M BREEK)

ANAHEE AR o BiEHERR ANAHE AR (o BEFER B

Hpha4 268 HEAMAE, TSR KEERS,
Xt VF & M AR R T R B R 1)
1.2 EMHEAH AR HERNSHEE

EATRERAZM T, —NMEE RSB E T EE
. FHERPEATERRAESRT L, BLTE K
RAAgE. BRVEBREYNESRAKBAES W L
IR KA, (B TE B SE A e AT 4 20 3L R i 45 M
M. BTFHBEARTE. TSR, FESTER
K, FERAEARF B NMR) R X 5t 2647
SRR ML B, T JLER R K E A
CD. HEmast. BFHEME. KEETEX
B [EAH NMR FIETAS # 8 AR v LLER 43 58 hn 40 1
WA g0y, AR RBELR.
EHZ 6~12 nm %, HIFEZEHR 1.5~2.0 nm HI¥]
Ko ARG, HEA —MEP S FRIZ
X B A2 (cross PB-sheet) &t i% Ly, 5 — AN 4k 4R
Bt—XF B T BAEMTE R A 4D,

H AT, 765 BT 5T A8 00 v 2 T R AT
AR R R B Z AR R R . T RJLEM
HARHEEBHRIEANEERARENSE. B
Bk, ERRRAETMRIRASE. RAEERK
AERF I Bk B A LR, KA T iemAEst
A & B 5 e PRAER ™ B BE 2 (8] To A K S BR ) B

moa, BRI RAENLEREY), EROHER
TR G, B BART INTE S SR TR U 1Y), BB R TE
FEERMAR R/ EEE —PHOILEAD “FOoRY
(doughnuts)”, #R J&5 i — 5 BETE IR 22 1 R AT 4 21,
TRLF K pITBLEW, 5RARMXHNETSE
MR AR, EE 552 g L EM, —
SR U R L RN L4 E5 R T B84, W T 4F
Y RN,
1.3 BRRBEMEER AR N IZIZAIIEE

BB REBRBR Y B RIE M A 4 R R R A
IR, BEAELERRRE, d4. Pak, £
P SRS AT 2 LRI BB #4059, H
EIECRZE2: LY 3 Sueisvr -0

I A 4T B 11 % L5, LA Axelsen AR
AR T A Fp AR, R REEA
(nucleation-dependent polymerization, NDP)F14 # [}
A % (diffusion-limited aggregation, DLA).

Hrh NDP S8 R R TE 2 103 F5UE, B
WA HETE L AR 2 BB NI B, BB B (15 i ) A
FE{RB B (A HA) 07181, Murphy 132 H AU RY,
YT I R 5 A A BRI FA R E KRBT .
AU — B B8 (1) B4k 3h 1 B ) B AT AR A
“R7, (2)FAL BTE R RE B A BRI R A B4 ) R
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1, Q) AL & AR R, RIGH B RN
TEAFERE. F—rBa@d)IEEMFER A
B EFERIRERAES, RIEHERER, Q)UEhiEfik
B XA TERE B R AR R K O RR IR A, BR(3) B B A
BRI AR, 7 i Xt BT B 4 4, &
KRR — R4

DLA A RES AR AB KB HEXB) 122 HE
JRB BARRE B A E R/ \ SR AK, AR5 HERR At 4, 47
o AR BT J AT 4R SR I ) B R A SE AR, X
AR 18 B A YK RS BN K, (B2 e 2
e T AR A i RAR RIS, S sE b
HATE A IR,

H AR A FE AR EE AL (template assembly, TA).
FAAASE [7) ¥ 48 (monomer-directed conversion, MDC)
A% 40 % ¥ 4% (nucleated conformational conversion,
NCC). ﬁ%ﬁﬂ~ﬂﬁ%%ﬂkﬁiﬁﬁifr¢%m7ﬁﬁ 3]
RSB ERE(S) AR FLIE MR & (A) . TA BHIA
ASREPMAEEL I EM B ERARSAEEA
REZGEE K MR L FIA4E; MDCHIATE H
SRS AR B LR ETE, B LT IH R AS
R4 TINCC RN ERPEARREZEE, Kk
% LR,

2 EMHEHERITIRGER EURLE

EEARIBRRS, 2OAMEEHERRF,
e AR o 28 U3 485 3R A0 R SR 4% 40t L 1 8 1k 2
MEREEE AR 20 (8 1), ESNETER AN
AR IR R IR, AR B S SR R )
MR E R ThEe,

EER, R T AER B EEREOER.
W R IR HH AR Y, Wn v B BRI R £ 4, 78
VER I R B E RN AR (R AR 22, S 2T
F B IX SRR FLIE I RE R RN, T AT 4
BN, BATPTEAT (B R UR B PST LR 45 R
HE— AR AR, X R A Y AE A BN B — B SR
T, I HA BRI SDS Y, 4 F R 1E 600~4 000
kDa 2 [d].

VF W FUER e AR SEER A R, otk
b5 B35 11 R0 40 Pl P S R B 3 B R . EM R R B
FFKBLItn AP kBt PrP=. o- % EAMNES
SN B (poly-Q) I HEAE I L% 4 5 ) /ML B
WIE 5 KN, HYUEITT LU “HERR" RE
FE o EM IR S 50 10 D I 3 55 1 R 40 P P A 9K ) 3

Inees IR HALR B A, B AETEEAROS), B4
AAE SRS S H, BT B A W1 A A0 40
%t[24] Y

BEAh, SRR IR AT HEAR R A R I — i 5 e DY
AR R B LS AL AL N, T 5 2
IREEFPS, KRR R THETR, REHHERRY)
AT e SN B ELAE A, B A B T 4 M B
R, BhAh, TEVF 2 e AP BR B an el /R J
BRGSO T, 51 R AT TR AL — 2
SRR R S I I SR U B R, T
BAEME AR, EEREREE. HE.

3 EMHEER NIRRT

REARVE M B B UTIE R I o T 26 A E 22 R
BRI B R B, (R IR (R B T IE BT B O 3R
EPEHIAUE], RS 4BFR N B R F AR A
#-EHOMberREAEZEEM.

HEZ RS T, 7 FIHMERE R ER RS E
HJRZ A IER AR B AE R B R AR R L 4 Fr HL )
ReMIZ . BAEZ AT R CEUER T 4 fE i
1) Ssalp (Hsp70 ZKJik) %S B BE o 2 [PSI 1 HIRR 5
EHH RIS VE  — B R S R AR R, R
IR R R ARAE N “FhF(seeds)” TERR A BHH
MERYIKIBE 12, SBhr FHB FERE T SR
THABEYS &6 S R1ER, #ltn, RN T+
KINGE B 43T FE1R Stilp BEBIE Ssalp (R EME &,
M0 Stilp &R MR T Bow B (PSI 1 %0 . 0, Bt
%% Feslp (Ssalp FIZ T BRAZ K F) BEHS B Ssalp 1)
YRR, ISR R H EE (B 2). H4k,
I AR R A ZE R R K BRI . MRS AR A=
i, Hsp70 REPHIE#HEE oA % . i, Hsp70 B LA
0 MPP 55 S 1) AR FR3E, iR ILREAR, Rk b AR
HO B AT BEL I 3L AU, |

AT HAR B —H T IR, FIAES 50 K EH
FEMRREABR L, BRI REE )
g B, BAVEFH KN, 5T F£#18 Epslp (PDI
KR E—H—ARNERFREEEANTEE -
B ) R M A 2 e S B 3 P 1 37 (cy statin) ) 3R
EEAEENREEGIER, R, 5—FRR
A R _E (14 F FEAR 45 0% B R B 06 T Ak e
W RE RS T B 58 48 1A DO6H/GAIN [ i 8 7™t ) i
PEHIVER© . BT 40 M P9 T B S AR, e 4
HEL BV 40 1% (B AT AR 7 AR R R E ], &
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E1 EMEEARRERLE
EERGHBAFNRRETNTEAFAAEERERTERRE. FINARESHENT BOFEBS THRE, EEFELMHT, €k
Wil FHBERTREAE & - EAMAIEER. XS0 RERITBEIRERTHAT, £ ERFREMSIFHR
Bigit. RAgAfiEnt M ERSEREEARNAREEAR, NP E5RRRHEEER, MEkasts. =ERF4Eed
BEESMMBRGH R, 2 F B0 B4 5478 & B E T T B S 5 G B 0k FE AR T CLRELIE SR AT 4R B

w»
[T

ATP

Hsp70“3F”
PR BT B

s -

ADP

ADP™ - 7 (pst)

B2 Hsp70 3 ARiEE: B ATE A 1E R R AN S T 44181845 Hsp70 (Ssalp) R R fEIRE
ATP /KR EF B AT H RE A Hsp70 ThE, HEMIRTEMS & Hspd0 (Ydjlip, Sisip)® TPR (Stilp)REME MM ATP KA, (R EWIIL
&, Ti NEF (Feslp)ft# i ADP BB BORAZ I RS He, MR UHE B . BIBR M, 3458 Hsp70 3| ADP 45 & RS MR BT 2 X
PR A R E [PSI* ]I EFH . NEF: nucleotide exchange factor, % B3 # K T-; TPR: tetratricopeptide repeats.
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EHE B8 IDE, & e At T AR SR YK P 1
AR MM RYRTiE. EARIMNETFBRERES
THABTFLE, Bl AT A, X4 Mok 8 B SRR
HREBEER,

B T 23 FHEARE AT AR F 2R I 4 0 B A A R
ikl AR . XBFHLEITED RE LA E
RERH), DA LAY MRS SR ERT 2
5 A <. WY Hsp70 5 T B I ELE
FRGFHAE TIX A . 24155 Hspd0 45 & B RE s (23t
&, T 245 Bag-1 f1 CHIP & &1, Res{E &Y
EERER,

FEb, AR A & A AL A8 88 FELIE 2 B R R
BB EUIRRY), FlansEEE . 400 AR
P HEIR B RS FBE B R R4, 5
Ab, BATIRIRF TR B, 7540 i Py o TV R B A A
ot 2 R B 1 I S SR i e A 5 A 4k 1 i T B A
A DU B H) % s 2R e i e 4, AN —A
ABIERHTX— A,

4 EMEERIRERR Al REE NS

o LN E A FRRM RREF D T2
KARBATT KB, EFHFN TXMEBED S
MZPENERRLURENEHNTERRD > THL
B EYFEES.

AEKEBRTBRRRR R B S ARG Y
KEX, THERERZER. HETUERRTE
SRR, BT YR B = A2 AR
FREBPH BB M. FE L, BREEARMER
WEE R R DR (R 2). BTERRR
RAEEFZMAEYFH R R RIS, KRR T 32
HAEYIYLEES, BERA S W AGARK—H, X4
MEAFETER B . B A Yy A 6 S B 25
EE, A HATA AT R AR T > TR &
B

HELE, EYKR N CERIIERIXNERT,
EHRMKBHERITES I ENERERRCLER
HR. BE, ARARAEMOBOTRE FHAT
AEREE R G RN, W T & A IR LLLL
RIEAIZ. BLE, ERAXTARERAFHIE
FHERBIRA I IS BT RE KL 60 000 BAEZH
REEW, £/ LEAUABFERRATREREDY. =
> — B RR R R R RITR S T EKF
TN T FEE KR, X JLERT RS RFIX

®2 HREHRHERNRER

3 REEHEA

18 it &EFEHEAC
PR B R KA MR R
ARRE(BUR / B X ) yEEER
A A R E b B LsER
BT A BRE SRR - Big-h3
mERAEERER ‘R bEE

B 65% 5 J B2 ?

B A% IR R ?
BEMALEFRAR PAPB2
MEEEEEIL APP, AB

Bk S RE R AL LDL/ApoB100
FENIB FLEZE -
DFNA9 cochlin

FENIB: familial encephalopathy with neuroserpin inclusion
bodies, #Z 02 B IR A K KM X%, DFNA9: autosomal domi-
nant non-syndromic sensorineural hearing loss, # Jeff 4k B Mt f%
EHEHEREE.

AL AR E 2 THREIRAS B BB MBI (TR R UK )
IR 2R A AN 25 T R B e R AR F] B R T AR TR
R BIEMA AR R . XEERE RN TR RS
STIERAAIRARRYME, 2T CAvEmAERmR R B
FRBLAIAR AL, 7T LA T #5382 AH SO KR B 2 7
TR AEACEAL, X EAIRET RS ETT TR
PR B AR R
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The Progress in Amyloid Deposition Diseases at Cellular Level

You-Tao Song*, Hui-Li Zhang, Ya-Nan Gong
(School of Life Science, Liaoning University, Shenyang 110036, China)

Abstract Recent studies indicate that, a number of degenerative diseases are related to the presence of
amyloid fibrils in the affected tissues and organs, which is caused by protein misfolding and aggregation. This
review explains and discusses the new understandings, findings and progresses of protein misfolding and aggrega-
tion made by international scientists and researchers, integrated with author’s 10-year research experiences and
achievements. The mechanism of formation, pathopoiesis and regulation of the protein deposition disease in vivo is
the main focus of this review.

Key words amyloid deposition; misfolding; aggregation; molecular chaperone
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