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piRNA BERICE T 7ILX =2 X FIL{E
DxE

. 3 U & [

5 87 B % 3 — FL7%&VWIGF RNA (small RNA) 2%
PR RS T & U CATES 58 TR X TRNA
ALYy T] EREBEN, Bl YA VAR E
Fiz#2 CASHEAELTYSYY, LBy a v
TauNTIIBWT, FOEGHREERCEEICELTRD
e A5 A T % small RNA 124 22 3 3£ 5 @ micro RNA
(miRNA) Ta» 5. BEL b T3 1,000 Fi¥H D miRNA
PHESNTEY, EHEETOIHFD1 E W) BREHD
mRNA %¥ miRNA 12 X D BHHEHZ 215 L Pl hTnw
A, WEIZ R > THA DT/ A121E miRNA DLAMIZ D,
piRNA (FFEZHR) R NFEM: small interference RNA (siRNA)
EVo R DO small RNA 282 — RENRTW5BH 2
EDHS TR DY, 1998 412 BT % Fire & Mello (2006
E—VEZHE) 50O RNAI OFRLCRBRENRILATY
ZRETELZRNAYA LYY U 7HRIE, BHR IR0
—EEWB ZEHRTHENS.

2. HIEMBERIGENICRE T PiwiZzNVEE
piRNA

small RNA (Z Argonaute 7 7 I V) — % V87 B L AR
AR TAHILICE TR LD TZEORAEZ BT 57,
Argonaute 7 7 I — & YN HIEPAZ N XA 4 » & PIWI
FAAL Vv ad DT L 2L 358 100kDa D ¥ ¥ 87 &
T, Ago E Piwi L W) oD H T 77 Iy —ZRHIERN
5. 27 AL Argonaute 7 7 IV —F YN H %
B, F0H)BEWUD (Agol~4) 2WAgoH T 773V —,
=2 (Miwi, Mili, Miwi2) 25 Piwi 77 7 3 ) —IZR T 5.
YawYauNTIIHEE (Agol, Ago2) D Ago ¥ v
N7 BB X =R (Piwi, Aubergine (Aub), Ago3) @ Piwi
TN EHEIET B, Ago ¥ VN7 HIZIFIFLTOME
WZEEAYICIEIH L, miRNA R siRNA AT 552, Zh
WKL, A4 Piwi ¥ 787 b small RNA L #EHE L TW
5 MR EN, 151 Piwi-interacting RNA (piRNA)
2ol E>Y (W Ak

piRNA (X Argonaute 7 7 I V) — % Y N7 HITHEET 5
small RNA &\ 9 B C miRNA EFEBLL TW 525, MEO

H#MEA LTS, Piwi ¥ ¥ /757 B & piRNA (3 EFHl
N RFVFERMIZHEILL TB Y, Wi osBlLT A0’
e MEFIWCLETDH B, piRNA G 24~318 K & T
miRNA &£ ) &% 4 AHRFHEE R L, HICTZ0 3K E
HEN1 &\ 9 X FIVLEERIC L D U R—2D 2 F )ik (2~
O-methylation) %5213 %. 72, miRNA & %% 1) Dicer I
AL, BZF 5 IZEVC—ARBORTERIKA 5 E S
%. % < @ piRNA BLHNIH D R LEAHIR b T v ARV ¥
EEHIZH R L, piRNA OEELEEO—DL LT, bT
VAR VOB ERHIT L L CHEBMBO Y ) A%
FoTWbEEZOLNTWA., LEALENDL, ZOVEHE
Fe %% DD 55 T-HEEE, T 72 piRNA DA EBEREICO W
TRAMRENEZ L, TS ORI TT TOMHEIER
W2y DRI AL TV .

3. PiwiZ NIV EIZPRMTS ICKY ZILXE=Z2D
TAFILEZIT B

7 VN BIIE L OYGE Y YR LR T T vk, BESES
FREOfMMZ &, fhe 2RRBRBHIEINGZ LI2X-
TZDORERTEDTE S N5 A%, EELBREBHEO—
DRTIVFZ VDY AFMERBITFENEY. ¥ X F 1k
ENBZTAF=Z UL, YA M)AV GHHED (sDMA)
T A MY AN GEFHED) (aDMA) O 2 FIHAAE
95 (B1a). ThoOEE%H 9 O i protein methyl-
transferase (PRMT) & XidNB % VX787 731 —Tdh
%. sDMA Ztype II PRMTIZX ) 7V v (BRICTI=
V) k7v¥F=rvoy ¥— Midd (GRG % GRGRGR:+)
HOTNVEFZURIAFIUEINE I LIZL > TEEESN
%. —77 aDMA & type I PRMT |2 & ) FIZ RGG & ) [iL
FIRZAER SN S (K 1a). —BlE LT, A7I54 07
BERDOHETTH S Sm 7 ¥ 7327 1L, type Il PRMT T
LHZPRMTS BX #0377 27 % — MEP50 D#EAMKIC &
DAFNVLZEZT, TOTF) T -TVF=ZUDYE—|
EEFHIH iz sDMA # /3 %Y.

F 4 ITHRICDI Sm PR TH 5 Y12 HifkAS, Sm & ~
NI EDOIE ST AD Piwi ¥ Y37 B TH 5 Miwi &
Mili # bB#& T2 L2 RIILA". YiZ9ifkoo v b —
FiESm F YN EH B DSDMA TH A Z LS Tw
Teled, FA I Piwi ¥ V87 HIZH sSDMA DFEL, W
AWXYRHAPRERKIG LD ELEZ L 22T
sDMA JF 510 22 PUR SYM11 % F v, EBIZ Miwi & Mili
I\ sDMA DSMFEET 5 Z & R L 727, Piwi ¥ Y2387 B %
AT HETOEWIEL T, 1220 NKERFIHIC
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a) wes SDMA - >3k aDMA - P AR AL
Thx=y SHAFMEFAE=Y  SAFLLETAE=Y
(|:H3 (|:H3 CHs
|
H2N<.©.,NH2 HN<@,NH H2N<.©.~N
i ¢ A
ll\lH ll\lH Il\lH
((|IH2)3 ((|2H2)3 ((|:H2)3
CH CH CH
@ @ €]
H:N” “coo H:N” “co0o H:N” “coo
BT/ OE Type Il PRMT Type | PRMT
FFIET S E5 GRG RGG
_ 3-GRARARARGRARG 729-GRG
Miwi L R R Oy — 2
oz GIG-GRARVRARG
< iwi ( -
P B Miwi2 1 — 878
38-GRA, 44-GRG, 94-GRG, 99-GRG
143-GRG, 155-GRA, 162-GRG
Mili 10 | = e S 071
— 6-GRGR
Piwi 1d S 543
samsamiT 10-ARGRGRGR
PiwigL /98 ) Aub = I S 566
3-GRG
| _ 67-GRGRAR
L Ago3 1  E— N 366
PAZR ALY PIWIR ALY

E1 Piwi ¥ YN BIZBIFAETANEF= DY XF UL

a) TV¥=roTy XF VL

b) Piwi ¥ Y87 2B} 5 sDMA OFAENFHENL 7)Y (@ ETAF=VR) DY)

¥ — L%

TNV VETNANF=Z b5 ) E—= &2 DHD7 (X 1b).
sDMA ZEN 5D ¥— MNEFIFICHET 5 L TSN,
L7205 CEDOHFEZMLMIHAEEN TS, v T AR
T avYayNTIIBIT S sDMA 156, HRICERSHT
Z 72 EERRNTIC & o THHFIED TR Sy,

T2 ZRLZEWHEOPIWI Y Y2 EIZBVTY
sDMA B8 # M3 5720, 770 4 AT )V OINE
Mo&k v Piwi ¥ ¥ 7827 8 Xiwi & Xili ZHEEL/Z2. 2 hbo
Z 7B RO sDMA 5fi &2 R L, T, #ALTw
% piRNA DOEH| 2 KB Y — 27 22 22X D IZ Lo TIH
EL727". piRNAWFFEDRED —D L LT, oAbl
DHENND FEBURRIE® 212, BRI L 2253l o A
FHAREEZ EABTFTONE. 77U AV AFTIVOYIRE

fid~A4r7a4 Y2y a7z mRNA ORI
PR IR BNV AT LATHY, e DI DR
W51 DU EERING 2 v 72 piRNA DERERIT~ & D %
WHZENEFREEINS.

RITFK A & Piwi & 787 B D sDMA 156 O & BEEHR O
MEZHIELA, a3y Y3y nNTiZB T type Il PRMT
T&» 5 dPRMT5, BLUIZD a7 77 % — AMEP50 DZE R
RS, Piwi & ¥ 78 7 B O FAR & [RAR S AR R R B L2
Bz &30 Z LICERL, BAEM L dPRMTS £ 84K
ORF LV E=ZFEOPIwWI ¥ V87 B WL, 7VF
VB OB R RN L. FORBE, &TOPiwi ¥ v
NI B W THARHEIZIE sDMA BHFEEL TV LD
12X L, dPRMT5 284K HIR % sDMA 3B 4EIZKE L T
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e dPRMT5 )
Aub

dMEP50 )

piRNA 5p OCH3%

4
.. SDMA

\
pﬂ-@2m

4

\
ph@sz

K2 vavlauvnNilBFsN-0mENBESY 8y
%, Aub, dPRMT5, dMEP50, Tudor ¢ B4Rk

WAHZ ERRIBLAY., ThIZED, Piwid Y372 HOD
SDMA [ PRMT5 (2 X o THEKEINL T ERHL NI -
72 (H2).

4, Piwi & /X7 B0 sDMA &8l Tudor 2> /N7 &I
HRNICEHEINhS

Piwi ¥ ¥ /87 H 2B} % sDMA DREIMTH A 9
2? Tudor FAAL Y2 XIENET U RIEF AL VI
sDMA JFR e iEAEZz b2 LMo hTBY, ko
Sm % ¥ /827 ® sDMA %, SMN ¥ ¥ /% 27 B 1 @ Tudor
RA L VR ICEZEIND 2 LI L 5T, SmSMN
Moy v iR RES S LEEDNDH LY. Zrld~
TADMiwi BEOFY 3wy a v /NITD Aub D sDMA 4
RNICHEETH Y v B2 FEL KR, MiwilZid
TDRD6 (Tudor-domain containing 6), Aub IZiZ Tudor & \»
I ENFN Tudor FAA Y2 HT 55 VN7 EH, sDMA
RERICHEET LI EEZHS LAY (M2). Lz
T, Piwi ¥ ¥ 7827 D sDMA 1d Tudor K X £ ¥ % v %%
BHEDREITLHETH D ZENBRRBEIND.

Piwi-Tudor Bl DA ICDOWTIZIEES ORI TR E
b, ¥ AIZBWTid TDRDI~TDRDY & \» 5 72 Tu-
dor FXA YA H % 8y EWIEH R FEICATT
K T & 1, Miwi-TDRD6 ® & 7= 5 ¥, Mili-TDRDI,
Miwi2-TDRD9 55, ZNZFN D Piwi ¥ ¥ 37 A H 8% %

Tudor ¥ Y X7 LML T H I EHHESINTWBE,
YawYaynNTIZBWTIE, Aub-Tudor DFEAICE LT
KRB IEIAAT 2 B O 2 R T A R S Y, E 72 Aub D
A% 5T Ago3 b Tudor EHAETH I EHFHLNITR 5
72¥. ®IZ, Krimper, Spindle-E % Tejas & V> 7z Tudor F
AL VBT DY VN7 ED, piRNA O A A BRI 2B
5352 MEINTVEY., IRb6DF VR ENE
B Piwi & YN B EHET A NIIARBACTH Y, A
ML CTHS 2% ) D23 5 Piwi-Tudor DM EAEH % »
b — 2 OFWHINEH SN 5.

5. Piwi-Tudor HEENEEM

B o A AR VAR R & v ) (R R Y 2 R A
BHAETEL, MR ER T2 RET 5. Yavyay
INITIE, AGEMIEIEBIC AT R % RNA R 5 ¥ 287 B A
TR DO BBICERET A2 LICX ), 4Bk TH
LR TR T 5. Z Ok, FABIIRIZ B TR BRIK T
AHLY A F N TR S, Z S 3 AR B
L CAMIAN L M3 5™ (R 3). Wk IC/AET 5K
F o2 Aub, dPRMT5, dMEP50, Tudor A%& 5 A%
Fx O LRORHTIIAFREATH - 722 5 ORTF ORI
EFHLPICT A DTH B, T &b b, dPRMTS &
dMEP50 @D #4 A% Aub L 12 sDMA % A L, % D Aub
@ sDMA 7 Tudor ® Tudor K X £ Y ICHER ISR S N
% (M2, K3). #hTid, Piwi ¥ ¥/327E & Tudor ¥ ¥
NRIBOMEDOEEE L IIMATHA ) H ?

YawYawNTIZBWT, Aub-Tudor #&E2EFE L 7%
V> dPRMT5 Z S48 %2 Tudor 284K T, Aub B X U Tudor
DOBPRAOEREPIZ LML TLTRBE> Y, 2ol
¥ sSDMA % 4~ L 72 Aub-Tudor DAY, T HOKRT D
AR B 2 2ZE LIZRTE, O TiEZ i < A5E
FAERACETH B Z R MRB LTS, T2 7 A
2B W TH, TDRDI F 7213 TDRD6 D K Je i3 A Fifi Bk o
S AN E B L 2 05, Piwi-Tudor #5 A 13 A Fil JERE I
BACLETH B I LR EINS.

A Bl MECRE T AN 2 C,  Piwi-Tudor %% & 13 piRNA O 4=
BRI BER 5202 bhoTETVSL, Yavyda
7 /NL? Tudor | piRNA FiERR & WL 57 5 £ RNA (2#E
&1L, W2 Tudor ZERAKTIIPIWI 7 V782 HITHiEGT 5
piRNA OFEFH A ZEAL S %Y. F72, ¥ 7 X TDRD1 DiH %k
I Mili lHA T 5 piRNA 712 7 7 £ VOZEALIZD % A8
D, LILIE S VAR YO ERZFIEREITY. K4
I3 BIAE Piwi—Tudor & & @ piRNA DESRIZ BT 5 H B %
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IHBHRE OREHHRRE
(Nurse cells) (Oocyte)
239 PaNT
& e
e PELyYAs '
WERE ® s

(Pole plasm)

(Pole cells)

3 T awYa v NTIIBIF LR & AR

BET LD, Yavla oo Rl dPRMTS £ 52
R, Tudor Z EAKAH 5 HLEE L 72 piRNA O KHBL Y — 7 =
VAN X B EM BN 2T o T 5.

6. & H U

Eko Xz, EEMEICBWTPw Y Y87 B0
sDMA %4 L7z Tudor ¥ ¥ /37 L DA, FhIHE%
ZUF B AR OB £ U piRNA O AL, #EALRY
RSN CTH 5. FrA B, Piwi & V8278
& [RIAR VA R B T B U 2 2 C AR B OB A2 S AE 5 % Vasa
U7 Ey, EPHEBZ TRESIT VY=V oY
AFIWALEMZ A L, BIZ Tudor ¥ VX7 HLiEGTH
EERMLAY. ComiE, ARMcB s T7VES
Y AFIWAL T Y87 E & Tudor ¥ ¥ /87 B O 7 B HITLAE
HopBlIThy, ZEAHEMIEXF VLT VEF= L Tu-
dor FA A Y OMEEH LM L CERIEEE1TH O 2,
il 2 OMESEREZ NN ERMBIEK & MR, 72
piRNA DGR LRI ED X ) Zk#lz b o0p, B
RIIR & 2w, §lEfmE, BIEGHRE RIAANE R 5 75%HE
% b D AFEMIE AT B Al 2 72 piRNA R & TV F = &
1% fli-Tudor DM EANEH, TOEBOMWAE HIFL T &
72\,

S

AWFFEII AR LAFE H B & U Research  Associate & L
C, University of Pennsylvania School of Medicine ® Zissi-
mos Mourelatos i1 D & & T1T > 72 H O T . Mourelatos
BEBIOTITRRX VN—, 724 OFAFIEZ DO %12
JE L L BP9,

FIUHXEROBAROEN T WD 72D OFIHFIHTE
Ghrolel b ZOWERMG) TBREFWAZLET.
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PTIVEBOETICKUGIZREI SN ER
BRE

I. 3 U & [

YT VIR, ORMETHE /AT IVBBDON-, O-T ¥
WHBEROBHTH Y, W Z R AEWFIIL 5 LT
Wb, ZOMAER S0 EL LR ASHONT WS, YT
Wi, EHEORETIFELET, T/ HDH5VIERY ¥
TVEEE LT, WY v 37 BRI E ORESH O I T K
WA L7ZIREETHAET 5. 7 IVERIE, MR,
J—3LERBB IO Y N BOREMEREICE X, I
(2, FREIEA RN R, SRR AT A ITE B bR
RlF e TFHEIN TV, BIY 2% ) &R 3
% 7%F — (distal myopathy with rimmed vacuoles : DMRV)
&, BT H B ATIEE AN A TR S A R
Thb., TOERBITTTVEROEGHRIZHED 5 HREET
OERIZE D EIREN, BEOFKBGTIEY T VRO
KFEREM SNz, —/, EKHEORIZI LY TIVIR
DWW DS, e EFEGHOBHINKT, HENLZGISEZTO
TH» 0.

2. VT7IBRESHBRELCTFOERMEME I F/NF—
DERTH 3

DMRV &, 15~35 & CHAEY 5 W R AL L0 @ EME
HERETH Y, WK TIIBETER AR I +783F — (heredi-
tary inclusion body myopathy : hIBM) &IEZNTW5Y,
HAICIEA 150-400 ADBED D LHEE STV 5.
IR, AR X912, FiREE 5 1 HELT 1k o i 25 & W
IRT 25 e U, Aol <d 5 KBRS (3 56 RE R BT 12
BRIV, SERIEHENW - ) &HETL, FER
SR 12 SEMCHRATARBE L 0 5. BRI, B 220,

ZEHE L 72/ LRE, MisHENICT I a4 VD & v o8y
BoER e BN MmBE AR o 5. BT M
BTk, ZBOBCABZEROEEIBEINS.
2001 4F (2 ESHEMNTIZ L ) Z @ DMRV/hIBM O )& K & 1%
TFELT, YTIVRESKRREORERETHLYY IV
) VBEN-TEF VTNV a3 v (UDP-GIcNAc) 2-T ¥
AS—¥/N-TEFL<2 /¥ 3IyFF—¥ (GNE/MNK)
% 3— N$ % GNE BIZTHFHEES N, GNE #15T12
i, BIRMWATSA YU 7L B3MBEOBET 4V
T+ — ADHEEPHMOSNT VDL, FOTRTOT AV
T4 —LFEHTHERIHL TS, LrLeds, 4§, IF
fi, B THRBEHALTEY, SHHTORBILIEFITK
WLRLVTHDE, RDEWTA V74— ARG
HoOTWBEEZONLD, BEREMED K, Bkl
TEHLDAT, MOEHETIZEHALHEESN TRV,
STV S &Y E LTINS, MIRICE Y A
N5, F2%, VYV V—LRTOMEEZRTHAHAINS
fil, EHOMNLTHIEEGRIN TS, HFHERED
EEEIIBWTIE, VT VEBAESBRRIIE—D La
v (B1). 2ORKIZBEWT GNE/MNK &, —D2 D% ~
2327 B A GNE i1 & MNK {EED Z D0 OBEREE % H\»,
VTIVBOERDAAL v F 2 ANDEBEZETHSY. ¥ 7T
WIEREAEIE, N-TXF IV 453 U (NeuAc) 2T,
VFIVVEIY VBNTEFN AT IV (CMP-
NeuAc) ZEKT 2%, TORBOBRKEREDNTH 5
CMP-NeuAc DA AT 4 774 — KNy 7B I2& D, F
L < i, CMP-NeuAc % GNE/MNK O7 T & 5 1) » 7 ER{
B A LTI O GNE b xlEST 52 LT, &
ROEGHRRBOETERH L TWL 2 EFMOENTNSY,
VT VERAE AKX GNE/MNK D X 57 v FAHEte H &9 H
TIREENTVE., 2O RS, GNEBIZFOLER%
b > DMRV/hIBM B & OB T ¥ 7 VB B AYMK T
LTWwaZ PN,

3. GNE B FEERDFEBEBEREHY

4 1%, HZA A DMRV/hIBM B Ciltfs T2 5% % @47
L7z, &5, RIRESh7EEZ L Oy 0 8%
BRI TR S ¥, GNE/MNK BZRiGEME & £ 2k E
HAEZME L72. GNE/MNK 1Z, 120 FI2X ) REL &
REBE L CTHIET A D bhoT0h. ZORE, @
DMRV/hIBM & IE DD 7 L VIZ GNE BIZTER%E D
N, B EDL—DODTLINVIZI ALV AERTHB?,
@GNE BI5T D4 GNE F 7213 MNK K X £ » OE (T,

e e e



