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II. URY—LRNADEEREEMETE T —
-1 YRV —LYT1Zy MEESERDIAE
TN A % 82 Il — B JJN X B 5 & 5 A

MRS SN2 IRNARIBRMKO 70t s v FE ZNE~AD ) KV — 107 V87 H o
FABIZE ST, 40SD/NF T2y FEGSDRY Ty bEERT 5. BEROY
£, TOVXRY =LA T2y POEGEIZR 170 FIZHDIFDE 5 X2 H L IZIFFR%ED
¥ snoRNA 25 7% % b v AERRT258b 5 THRTH 5755, BEHFEELE 7074 3
2 ADFHEOERIZEL ST, ZOTHROEEZERCTELEBICETIELL. v ol
£, BHTHEONZEROERE U CEILIICBRIE SN2 b v AERIRT OF 5
A, BREE e FOERGBAZTE. LEL, ~HTEOEVHRWESR, UK
V=A% T2y VMESGROMEEEORLR LTS OHO IR TEZ. FORKZED
D, e MIBWTIE T Y AEHRFORE CHEBRFRN 2 REDPRBIET 522 L Th 5.

I. 3 U & [

BHAEWICBITSL )Ry —20K (60S) 7229 b
LN (408) T =y FOESEICIE, #/MERNT DNA
B HEE & L7z rRNA Hi SRR (pre-rRNA ; W 7L 13 47S
RNA HiERIK, BEEEIZ 35S tRNA ATERIK) ~U RV —L4 %
YX7E (RP) % b v AfEHINT (trans-acting factor/as-
sembly factor) 23436 L 72 90S RijEEfAR 2 & 60S ARk & 408
HERAAND S E PR LETH L. BARAIZ, I v AEHN
T3, VR — AAEGEIIZE D B DR HED TH Bk
ALY RV —AICEEENEW S V87 BRB/MENK
5T RNA (snoRNA) D2 & THb. ZD5ENE, 47S/358
RNA A D ITST FHIROYIM TH L L LEFE L SN TW
% (BRETIE 2 OYKIT 208 & 27S rRNA RBiERIKAA: U,

HRUR TRZF RN (T183-8509 HHLARIF i 21T 3-
5-8)

The regulatory mechanism underlying ribosomal subunit
synthesis

Harunori Yoshikawa, Keiichi Izumikawa, Hideaki Ishikawa
and Nobuhiro Takahashi (Department of Agriculture, Tokyo
University of Agriculture & Technology, 3-5—8 Saiwai-cho,
Fuchyu-shi, Tokyo 183-8509, Japan)

MFLE T3 21S & 36S/32S rRNA RiBRIADS A U 5). EB
DETH, ZOUWDOHIZ, 60S BRI E 408 BTERIAA~D
ENEIHL L72R T ANOREHRE S RITIUER 5w
B, IR ED LD BHMATEZ 5 TV EH1hD5F
BREZWEZICAHTH L. BLREZEIIZ, ZO20D
RWF~OGEE, VRV -T2y POEFETRD
HELBEO-OTHLICHEDLLT, KT HHAIELT
Whh ol ik, FE£HSIE, b FOMBEIIBNT, 0
SENS, PV AERRTELTCELMSNTWwDE T 4T
YZY Y (FBL) & Nop52, #LC, £¥TIbar Yy
T CTEALI ) Y ALORREIR & LTSN TWS p32 &
W) F YR BN EE R EE RS TSR AR L7,
AT, ZOREOER S OMAIZIEI W 908 Fi bR
A 5 608 Hi B AR & 408 A BRAAAN L 3 2R L, £
NENPMER60SH T L=y b 40SH T L=y P&
B L T OGBROREREICOWTHMHT 5. LT,
)R Y — A AR ORI ODRE TRAE T B 5% D el
OMBIZOWTH shlzv,

2. 90S FIER{A A S 60S FiER{A & 40S HIERIAAN DD E]

HELIIINET, IO Y AEHRT 280 L
L CHRELMEETHEELZY Ry — 25K OBE TR
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1 90S VU ARy — ARiERAD S 408 & 60S B BRAAND 554

ENDLEFEFERYRY = LAHERIEKD 7T 7% I 7 A RN
AT CE&z. ZO—@OMFHT % L T 90S i BRAK D 1
BT TdH Y rRNA B ERRD 2 F V1L 2 4H 9 FBL & 60S
T BRAK 4  K F- 0 Nop52 135l % ORI L, [
URIERAR R CHAE L 2 2 0was, 558 p32 EAHEMEHT
ELZLERVWELE. L2, p32id5FETYUERY — A
HEEBEANOREPMOEN T ho720T, FTENEIE
B L 7Y # LT, FBL & p32 i3 #% /MKW T, Nop52 &
p32 1 60S Hi B AR CHEAMHEAEH T 52 L, S 512
Nop52 & FBL & p32 Z BiAMICE VWA T L WAL
72, IS OFERE I, 90S HiERIK T rRNA Ri BRI D
ITS1 S O YIWr T 4Hz U 7= 408 BIBRK & 60S A B 1K 1% FBL
EpR2 DHDOREETORELDSNTWSY, Nops2 252
DFEEIZE Y AL TEBL 2*5 p32 A MICE) Z &
T 90S HIBRAR S~ D ORI BRARIZ 7 E 3 5, L) ET N
FRELZ @DV, ZOTFIVIE, 90S BIERED 5 60S
HIBEAR & 408 i BRAR A~ D 53-8 % 53 L OV T HLH % 1 6E
WL72BETAE—DETFVTH 5.

% 513, Z O FBL-p32-Nop52 12 & % 90S 1ij B4k o 43

EIFEAE 2 AT S 5T, p32 & Nop52 12DV T & 5 |28l
BRIRWKERZ 2B Tw5b, —D2ld, p321id Rixl HAR
EHEMERT 2 LOfRT, £LTHH —D2Id, Nops2 id
PeBoW HAKREMENEHT 2 L DR TH 5 (KFEFKT—
#). Rixl AR L PeBoW BAKRIZ E b 12 60S Hif BRAAE
WG E L T60ST T =y hOAEAKICHD L. Zh
5 OFEFIE, Nop52-p32 A% 90S HibRIK D 2558 LLEE D 60S Hill
BRAK D BB RS I b o TV B Z & ZRIBT 5.

3. 60SYT1=y POEESBDHEL

90S A BEAR 2> 5 4381 & 172 60S R BR A T, 1TS1 @
YWz & - ¢, W3 T 365/32S rRNA Hij B 1K 2> &
288" & 12S rRNA HiBR{R% A U, BERECIE 27S RNA RibR
A5 7S & 25S rRNA Hi Bk % 42 U % (R 2A, B). 60S
HIERIRIE, O rRNA FIBRIE 70X Y ¥ 7 O#TICE b
TIVRY =L F O AR E VR T v AEH
HWTFDEE LBEEZ TV RA S, MK O FC (fibrillar
center) * DFC (dense fibrillar component) #Hi%2*5, GC
(granular component) I, X SIIHKENEEAOL R
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LTwL., ZOEPT, ZOREKEKIZRNARY A5 —F
2 58R5 X 72 58 rRNA 20D JA&, SRR ISHIE Y
T 28S, 5.8S, 5SD3FE DR A RNA & 49FEH 0V K
V=L Z NI EEEL0SDORIF Ty M2
5.

+: (Saccharomyces cerevisiae) Tl 60S 7= b
DHEAEKICED 28 80 D b T v AMEHR T 25 & S
n, 2055 70 FEEIZOWTOREIHS A% 5 Tw
5. REWZ I Y AEHNT2HE LT, BEETIC
AEHRBETERINSE D7 &b 4 FlEORMIN % 60S
WA E SN TWASY, T74bH, Ssfl - Nsal 1384/
KT 5 W ORTERA, Rix1 1342 E A S W E (2
FEENDLEFNIIR E NS P ORTERER, Arxl (3B E-H
fo g s ORTERE, Z LT Lsgl (MG TIEK T % #
B OREMEZ o Tw sy, —J, WILEICE L TIX
FARAOLDTN—TIZXBMHIITE 5T, & D 60S Hi b
RERET 57 P AMEHETF L LThR e D 42 1M
OFEREAR T T 7P NEE S, RO 4 FE O 60S [ bRk
DH b, 3FWITHYT ZHIERMAA L P 60S T 2=y b
DEEGEBBETHEELIDZLEZRLTVS, 50k 2
5, ¢ MEEDLHHLHEOMBTIE, BN T, Eo
60S FiBRIAZS, LD XI5 Y AEHNTOEE & T
B LTI EAEHHENL TR W, L L, &
EZD60SY Ty FOAESHEBERICE D LHIE L
Rix HEK 1 2 PeBoW HERZ EDYTary T Ly 7 A
PHEESH, WILETO0SY 722y FOESHDOH
Wit O — WA Az DOOH b, FZT, INLOHTaV
TLy 7 AD60SH T L=y bOEARICBITAHRE%E
RIZIR ATz,

1) PeBoW (Pesl - Bopl - WDR12) &%

Bopl I Pestov 5D 7 )V — T2 X - T< 7 ZHFL D 60S
P72y MERICED L Z EHE SN b T v AR
KT TH5Y. Bopl IZHIBE DRI RV — AHITIZFAAE
EFIHEN D 608 BRI IZOARAFFEL, Z LT 36/328
rRNA HiEEARD 1TS2 IO YIRTIZB D 5. Z @ 2000 412
s STz Pestov b Dam I, ¥ 3 M A B E L5
HEEIC X BAEAOY R — AR BER, SV 2 -
F x4 APFUT X B rRNA FilRA 702> v 7@ oMt %
ER LN ICEIS L2 TOmXTH Y, HFLET
YR = DAEBEREMIEET HHICL > TdE SITBFARL
LBEMLTHAH., ZOWMEDHE, Bopl DMENEHKN T &
LT, U< 60S HibkfAF THEES % Pesl & WDR12 2%
FHEsh, Zhdd Bopl LHUEL ITS2#HO 70t

BB ZEIRENT. TNBIE, PeBoW HAEK
L, 60S V7T 1=y hOERIZLELR DD
MELTOYTaryFLy 7 2T 5. PeBoW A&

U L% %85% 1075

1%, F 3 Bopl ¥ Pesl & & b 12 60S RIERIRIZ AT L,

Z D% WDRI2ZHZ @ Bopl ZIEME L TRBITTAHZ LT
B3 5. %72, Bopl DIEAFLET Tid Pesl & WDRI12 I
SIRELRT LD, PeBoW HEMKDERK & % %M1 Bopl
g5 T 5. Pesl * Bopl - WDR12 DR EWT 7 Th
% Nop7 * Erbl » Ytml FBRICH T3y T L v 7 A% TEHL
L, Z#d Ssfl & Nsal & HEDE 9 2%/ METORE 60S
WK & TN B2, 20720, HILEMIL O PeBow #
AR, LB E o 60S MR AR ICE R, O

RSB E CTRESIN TR EEZ NS,

2) Rix (Ribosome export) 1 &%

Rix1 &I, BERECIE Rix] - Ipil - Ipi3 225 7% 5% 7

377V77XT%0 ZDXDEB ) BEIAATE LA

IZHR L SN B HER O 60S FilRERFICEEFNE. DV
1&, Muller 5 ® 7 )V — 712 & - THEEBE Rix] - Ipil - Ipi3 @
v FREWQZTHSPELPL - TEX10 - WDRIS 05 7% 5 &

b Rix1 HAKDHFE SNz, LA b IERICHRENS &
12, b b Rix]l AR SUMO 1L EE 3 @ SENP3 254
HAERMLTHY, PELP1 & FOMER T LaslL iZ & b (2
SENP3 |2 & » THiSUMOfbL &, X512 D LA Rixl
BEROB/IMENDRIEICEE TH HufetEdvR S h7z”.
— J5 T, SENP3® 4 #% |2 B b & ¢ PELPI - TEXIO -
WDR18 DM BRI B Z &5 5, SUMO 1bid Rixl
BERDOEETIZ R, ZOREICOIEEELEZ D L%
AbNb. 5Tk b Rix] HAMKIZIE SENPS & Las1L bl
AT D, 60S AT BRARH THERE 3 5 NOL9 % MDN1 A34H A
EHLTBY, TNHORTIZEND 32S rRNA FiEkED
ITS2 YIWHCLEETH 57, WiFLEMILOS A, Rixl HEK
EREREL D B REEA A% <, £ LT SUMOALIZ X & il
MEZFH%E, 60SH 7=y MERIIEERICHERID
BRI ZZ 0 Cwb Ebhs, BIREWE L12, B
T Rixl #4618 (Rix1 - Ipil - Ipi3) & MDNI1 OEHE &
1 7 Real HH/IMEH @ 608 FiBRAICRRITT 52 & T,
ZOHIZE TN T L IFLEHIL O PeBoW # A IZAH Y
5 Nop7-Erbl-Ytml ¥ 72 > 7L v 7 Z % 60S Hi kKA
LM S ES. ZhIZK 5T, Ssfl *Nsal # HEl & $ 5
MW o 60S FIERIAEA 5, Rixl & HEI & 2 i o 60S Hif
ERRICHRI S B L E 2 b Tw B2,

FEAOORR LM TOMREZHABTO 60S V72
Zy POEBRIZHBTIZDHTAHLE, UTOLI BTV FY)
FHBEZ LML, 1) 90S BIBEAA A5 535 L 7290 o 60S
i BR AR 121 ITS2 @ E) T 12 B > % PeBoW # A 1k & p32-
Nop52 "& T2, 2) ZO@H 60S w7 Bk i < it
p32-Nop52 A3 ) TKIZ PeBoW &1k &\ 9 IHF THITL
fEMT %, 3) p32 #fERy L LT b Rixl HAKRISHELNE
M3 5%E, 4) PeBoW HEMRHIH] 60S fi BRk 2 & ff#fE L
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T Rix1 #HAEM-p32-Nop52 % & &l @ 60S Fif BRA AT B
ENB (72721 2 OBIZ Nop52 b [a] I (2 f il § % Wl Bk
bH5B), LVIJDTHB, ZDOVFIFFEDETS
FHEOICLDE 07K DHERTLY RS, FFED T ¥
ZEHN T OMESEH O T, 60SH 7=y hD4
BROMITERZHATE L L V) HTHBHINTH 5.
B D Y6, /MR O FC, DFC, GC 7 LI H % #%
THIREICE S F TO 60S A BRAK D B2 8 2 0 k(% 23
FIEWT AL hoTEZ —FHT, WA TIE60S
HEMRDHRE TR 7a >y T Ly 7 A0 EIZ T 58
ETHY, 60SHIBRASED X9 kBBt E ks 2 LT
VARV —=LA60SH T L=y MG INENIE, 20—
WAL I RKCHLPICRYVHED I, ) TH S, HE)
2, BEBCTRWAEENZZ60S Y722y b GHGRE
ORBEORETHPHAFCTIRESINTVE EHEZOBND
A, FHESIE, t POMKICBWT, SEER7z p32 72T
T {, Treacle X parvulin (parl4) 7 &, B8 CTIXAFAE
Law b v ZAMEHRFAPIET 5 2 L 2 #iE LT & 7.
% 7z Rix1 AR SUMOTLIZ L 22215 2 & % it
U, MFAFEIFBE 3R 226087 2=y PEEOD
TERMBLA LTS, S50, e bOURY —LEEK
3, PAGEDIETIELREMREDERIHBLTNS. 72
EZE, BABIBETEWTDH 5 c-Myc i3 Rixl &5 KR
PeBoW #I&RDIH R Z LT, VARV — A EE 2L
T 5. p32 OEEIIE, PAMBETREHARI M LL, A
MBOBEE LTELMONTWE T =V TV TR (F
LRI T CRIERICE A ANF—AMERITS) OFE
WKHBRT S, ToXHIC, WAK6SH 71=v D
HHROFTH % GO 72) BV — 5 EA O TR O 175
&, PADTIERR ORI Z OEFREDORIE L V) BT
PO XY EENEZETIOLEZEZ NS,

4, 40SYTa1=y FOEEHRDHREL

VRY =2 40SH7T2=y MEARICEDLLIHETHE
A TEANITREINTE D, ZOFEHREICOW
TREREZEALRFL D, HBLTVWRHTVEZVEHER
LNBE™, FZT, RiIZe b40SHT2=y POEAEK
IZ2oWT, BRHIZBWTRLNTWAHAIRERZ LIS,
Z DT T BT 5.

1) 18S rRNA FIEEZFEO 7Ot > T

vt bOYA, 40SY T =y FOK L % b 18S rRNA
&, BTl 7z47S rRNA AiRAR D ITS1 O YJ i T4 L
72 21S RNA HiBREPIEREIR DO 720D Tty v 7 &%
A ETHELS (M2B). 20 21S rRNA AiEfkIZ, 47S
RNA FIBREDH A4 + 01, 02 D7 Tt ¥ 27T 455 rRNA
HIERfR % A2 U 728812, 41S rRNA HiBRR % 4 L 728 (3

865

4 b A0, 1-2) £ 30S ZA LR 2—A0, 1) kb
LORBILDAERL) B, T2, A A0 & 1 OLIK
D NEFE 12 X b 43S % 26S rRNA Hi BE 1K 2 £ T 2 5 21S
RNA BiBREZ L LB GEDVH Y, EOREEZMNT 500
BNEREOMER ) R — A% V7 EORK R EIZ L -
THIZEDLLIENANOLNTWS (M2). TALDZ LI,
BRI L > TEORE % #ET 21S rRNA ARk % £
LD RFELZEZRBLTEY, HIZED XS R
T 21S rRNA FiERIRAE U222 5 & & CTAHIIREZ
Y4 2 2 EASMRRICR B E bbb, LaL, BEET
BRERNLZD L) RIS TLIHS IR > T
QRN

R BT 5 18S rRNA ~ @ B ZLTH [ O [ BR 14 1% 208
RNA GBI TH D, ZORIBRMAEIZPIN F X 4 ¥ % HD
NOBl Y FRXZ L 7—XIZkAH% A4 FD (B MZBITS
FA4 b 3iTxe) oY EMEEICE W TR RZENIC
18S TRNAN & K #$ %5 (K2B). LA L, BEHED 208
rRNA HiERfEZS, & b @ 21S RNA WiERIKIC 20 F F 30
T2bIFTiE% .  bOBE, 21S rRNA GiEREIZ S 5
27 aty Y 7 &%, 18S rRNA O R HE i o Fif BE 14
Td 5 18S-E RNA FifEZ LT 5. L7225>T, 2D
18S-E rRNA i ERAASEEFE O 20S rRNA RiBRARICHH L 5 %
LE 2SR A, ik, 21S rRNA Hi Bk A 5 18S-E rRNA
HEAEFE~D T Oy v ZIZEH L TR R DDV —F
MOWMED R IR, wTho#Ed, coTuey
YT OMITICHEHD 3 -5 TF VX7 LT —+¥ (RRP6 %
HSHIFVY—2) RV FXZ L7 —¥ (RCL1, KA
DEEFE) OEBEENEDLLLEVIBDTHS. L MIBITS
FELBEBEICBWTIE, 21S tRNA FBiBREIIENT 3 -5
HHNDIF VX7 LT —¥IZEB M) I V7 %%F5
25, PRI BWw T, YfM PETZ Y FX 2 LT —¥
W2 & DU X, 18S-E rRNA RijBRAK & 5% 0 o ITS1 Wi H
(E-2) 24U 5%. B2, 5§53 1F VX271 T7—ETH
5 XRN2 12X ) #ie I Edn s, B2 AIC, XRN2 I
60SH 7= v I EHK T % 365/32S rRNA Hi BRAA A 5
ITS2 IS % 53 2 BRETHEH VTV 5. 18S-E rRNA i
ik 3 =5 F~NDZF Y X7 L7 —¥IZ&k 5 3 Kl
WMoY Iy, BRTHITbh LA, HEick
TLTHhS RIS NG., KB TH 2B 18S rRNA
DI, MIREICB W TEREOY 4 FDICHY T 54
4 F3ANOBlOE FAETFIZXVYWEZIFLI L
WCEDBREINDEEZZLNTWSE, LML AR5,
18S-E rRNA Hi BRI D KL FNEIEH ICAE —THh 5 721
Tl L PTIRITSI BRI FE 572 B o T
WA ERS, NOBL REU FPEREOLBIFRME L VS
BEIPSHY A F3ZYMTELNE ) PEMIEDH L. X5
Wi, FRUFOMEE LT, 18S rRNA O H AT
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IUFEIFVDELLDOXZ LT —EIZLDiThbIhiCw
ARDFEHRIZDIBTHRN, T ki, #HiTnwd &,
t D 18S-E rRNA i B D e #e BB RS LB R DA FE 2%
HAETHIEEZRLTVWLIONE LR,

Dbk _72 & 512, 18S RNA iRk 7ut ¥ ¥ 7
ML, Bhie P CTHMEREVDPHFET LI L HED,
VEAE DA 2R AT & - TE ORI D% AW 5 2
W7o TETWA., TNITH LT, 365/32S rRNA Hij BR
DTy TICHLT, Bkl M EOMTOENIIH
LCOBITIEHIE VAT, 28 21, Bk L7
XRN2 OFERERER 7 CTHh S Ratlp HIED Y KXY — L ES
EADOBEEIZLE & Y SN TV, SEEWCBTS
XRN2 D) RV — NEGEANOMGTTHHL MR o 72
DIFTLREDZ L TH A, BIEE e & OB TORERE
RNA 70t ¥ 7O S & A SIS 5T F 72
BES7ZENDEVZ B,

2) 40SHYTaZy FEARICETDIURY —LEZIINY
BDHRE
iRk, © b EHIC40SH T = i 18S rRNA & 33
MDY RV — L8 87 (RPS) OHHERENS. L
2o T, 40SH T2y bOESGKIZBWTIE, WET
k7= 18S rRNA RiBRARZA> 5 18S rRNA DRI Z,
Z @ T2 TRPS %% 18S rRNA (ZEE) IS AAFEF N5 B
WHBH. TORPS DIEREEL LTIE, ALY RV —2I1TH
FARRORE - IEMESI 2 BET 5 2 L RMENZENE
o Z R EDRBHIFONLN, EEREBICBITL5E D
WEENTVWE, L NBIOEBOLOY T2y o4k
EEGBEARICIE X 5 40S RiBRIKIZE £ 5 RPS DR
ME7a5FFIZAMMBIO ) v 75T VIEFIZK -
T, RRSWCEMPBO Tty v 7 - 7y 7Y —|Z4E
% “BA%E” RPS & “HEAT” RPS DO D 7 )V — FIZH5H
ENBEZENDbYPo7z. 40SH 7=y MIFEENITKE
< body, platform, head ® =D @ FHIKIZ 53T 5 N 5 S,
“BA4E" RPS & body 3 X 0¥ platform FHISIZER L TV 5.
Z AU L “HEFT"RPS 13 head FEISUCAHEAE L T 5. body,
platform, head fHI% (%, 1ZITZ DNEFICRPS DT £ ¥ 7
) — % 4T S, body FHIBO T L 7)) —dHM TR
0 9 %735, platform, head #HRD 7t ¥ 7)) — X EDHID
FEMOWRBIEKET 2 EZONTWD WET YT
) — ARG “assembly gradient” theory). Z DI, body
I HAET 5 RPS DL DB e e Lz 7ak v v
FIZETHHEDMRAE T2, v rOgsE, H1
1, A0, 2DY)W% RPS ASHIM L CH Y, FEEIZ, “H
" RPS ORIBIZHMHI O Ty v Z K& TH 5 30S
RNA Filk RO ER A & 2 L, “#47" RPS O KIHIE
26S, 21S, 18S-E rRNA Hillifk7Z: &4 A © 2 YIWr DLk D

U L% %85% 1075

SESFTuy Y IR0 EREET ISR, MW
DYRY) =L/ T2y D invitro TR YT —DE
BRIZBWT D, body #HI% TO rRNA O Y 72724 & RPS
DTy T =PRI, EIefElNERe LT
NEX, platform, head DFEEDNTEE E N TN T EAIRE
NTW5, ZoORRE v FBLXOEBRED nvivo THS
N EIFIZT—HLTBY, “BiENE VRV —-20
A2, RPS D7 & ¥ 7 ) — D NETE D 5k 55 22 Bl A3 26
BEEINDLIEERLTWD, ZDLHIZ, 18S rRNA i
RO 7272AB I 70T Y ZHRRPS ZD b DI
Yo THEHPODF 2y 7 ENTVELDEEZ LN, &
HWOBARENT) R Y — A ¥ ST BT ER PN
RIZBATL, VARV —2AEFRICEFSTHLEEZLNTY
ATENS, TNz EiE, VRV =LA77 EOH
NEVKRY = DEGEPECEEHLEVWENS, ke
LTy UK A RET 2 L v IR OfE1E 2R
LTWwWbsDOhd Lk,

3) SH Ty bEAKICEITE FIOXERAREFD
=&
40SH 7=y FOAEEHRICEDE T v AERHET
b, FCEBOBIrOoRMEIN TS, b LT
1, 408 FiERAR%E e 90S HIBRR L L C O 75 % &
5 ER 50 M TH B A5, 40S WTERRA K F & LTz L
7 BOBERTHEDLSE b DIZEFITH L 10 HERETH
A7, BiEICIE, 40SH T2y bOEEICEDbSLELT
w5 EN72SSU 7ty —2A (small sub-unit processome)
OB G 2BBEFEITNTVD, BH L LTI,
TSR1, PNO1, NOB1, LTV1, RIO2, ENP1, DIM1 7%
Fonb, 2ok, IhbsofRTaride ko 40S [kl
HRPIICHEET LI DI O LN, ZNEDOHRT, i
RIO2 Dt +FETZ (hRIO2, DL FD ¥ V87 HD
W& s YN HOABORNC “h” ERR) 10w TIdEE
MIZIBNT AT b, ZIRICh 52 o LS
I27 > T3, hRIO2 DHERE L L Tld, 40S fi bRk D%
A% (hRIO2 IRV % ¥ 7 F VESHIZ 3D < BEEE),
18S-E rRNA iR/ & K3 18S IRNAND 7Tt ¥ ¥ 7
NOHEB LT v AEH E T D 408 Hi Bk 2 5 O
HARAE - VA 2 VR ENBHIFSNS. hRIO2 XS V787
HilTlddFr—XiopgEsh, AHCY YLt o
B, EEANTOREDOILEIIAHTH S, LA L, hRIO2
D FF—LiEMEIE 18S-E #* 5 18S rRNA ~DIRALH B X
UYhLTV1, hPNO1, hNOB1 @ Hi BRAK 2> & o fif #E 1 26 7H
T, hENP1 ORFiERAED & OFHIICIIAETH 2 2 L h%b
MPoTWwb, TN EiX, hRIO2 2S5 ¥ AEHRT D&
BARREDS R 72 2 BB 408 T BRIK 1T Z 0 F F — L
BLUOZOHMEN SR VREL BT L T40SH
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TaL=y FOAEBEHIEICEDL > TWwE I EEREL T
A, EHIT, ik, 20XH% T Y AEHRTOKER
HEIRTEAS, 40S BIBKARORFIEBE OB D 2 Z & &R
THED, BMEOMBK40SYy T2y by S AT HE
THAMSBIC L ABILICX Y 3 N2?. T4bB, 40S T
BRIRIZB T, ENPL & LTV (3 HFIFRE I mRNA 25A D 3A
L ESASVWTEY, F72, DIM1, TSR1, RIO2, PNOI,
NOB1 A3 #HFRBIEE K T elF1, elF1A, elF3 k& %< X
HICHINT B EAUREN. DT EIE, 40S FiERKAS
KEDFEHTEFBEREZ R T O% B 7201, BRERIC
WL 7 Y AEHEF 2R S TSR
RIETELDTHAH. E51Z, TSR1 I 40S & 60S 7
=y FOESGWITHEAL, TOI EHEREER % 80S Y K
V—LDORKER CEEE L TwbEEZLNL, —F
T, BEPETIE 20S rRNA % & ¢ 40S FiERARAHT 80S 1) R Y —
ABIOKRY) Y — 2L AT eplEEhTw
", oL, MRETD4H0S71=y b DK
FERZE S F T2 TSR1 %4 722\ 40S BERRDSAEAE L
TWAHRELELRLTWS, TDX) % 3E8E s
HENLH, EHESIIE PAOSY Ty b OREEHR
B O BRIKRDO BN 21T, RV AT—VOZFY X7
L7 —¥& LTHMS5NAS PARN 2SRRI b 5 B B
ST A5 EZ RV LTwS (RERTFT—%). &
WEBOMBIISEITELLNTVL L) HMEID LI
T, WIASE X, 40S FIERAAT80S U RV — A RRY
V=L ERELTWEEWIZ LIE, A0S T2y D
AR A ANCRIFRREE L 7 = v 7 T 5 S PR
PHEELTVDEILEREL TS, KRELZFLL O
40S FIBRARIC D WTIX E BT 2 SN TB 5T, B
BEo 40S FiBRAR & AR OHEE Z TR T 5 222D W Tk E
TRV, 5%, b b o 40S Hi R RS AT 3B X O
il % > b5 ¥ ZEH N T DA LA 2 AT & pEe T b
40SH 7212y FOESGEOEREZ WS TH I LD
FrEbhs.

5. URY—LEEKERR

AIEE CTHRA X912, 60S, 4087 2=v FDA
A RiE, RNA RERIE, RP & 5 v Z/EH N T O G fE
DF VI E—RNA D ED B &b THME R CFRE %
WBTIThG, oA, BHEUICH 5 HEHINET
HEIANVF—EWHDO T~8HHLELTIMBO 5 ~
NGO TIIEFICLELR 7O ATH S, Lz
WoT, D70t ADEFEITMILIC & - THAM L
ZHEzBETHEN, BRIZESTRERBIEE 25 L%
ZAbNTEL. LaL, &, RPRYFY—2ELGKE
BHS 2 T OB ERZFIN & 3 2RBAK 4 L il
XM, F7, EFICHEBREN LIS, VRV =AY VR
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JEBEEE V) TRTOMBBICE > TE b TERM 2%
BEZEOICLEDLLT, IS OERFBOSL ITMBRIFRN
IERZFHO I EAURE N (R1~3). 2T, &K
ERET YR —AEAEKTE LT, EAERRGE A
RAEosN-7T0ty v ZIZBWTHEET S 2 lEORT-
(DKC1 : box H/ACA snoRNA, SNORD116 : box C/D
snoRNA) # fli HLIZHIA L, RBICEZESHPWOTY RV —
AEARRE OB ER L2 TSI AE T 5 Treacle
IZ2oWT, VRY —2AEERTORE L ERIZL VIET
LI E O AN L.

1) £XMAIEFRLAE (DC : dyskeratosis congenita)

DC &, BZMZEM, TEEAL, DOENHEEE Vo 725
R R E L, BHWERASR, RERE, Bl
JEH D) A7 ER A BIEMRETH 2. DC D 30%
P DKC1 BIZTORFTHREL XEHESLEBIERE),
F72, IEWICENTIED S5, NHP2 T 7213 NOPI0 #fx
TFORFETHRIET 5 (BHBASEEEEDR. win
DBIET DV ARY —2EBBICHDL -5 v AEHKET- %
a— KL, £0EY (DKC1, NHP2, NOP10) & 124l
AN D) RV — AHEER DY T d B %/MEB L OB
T RNA OO TH B BNREER A N — VARICRAET
%. DKC1iZ, NHP2, NOP10, ZLCd ) 1fHO b 5
v Z{EM T GARL & & H 12, box H/box ACA & \»9) 2
T 6 oo 3 3@ B2 ¥ % FF D box H/ACA snoRNA (F 72 1%
scaRNA) E#549 52 & Thox H/ACA RNA ¥ V87
HiEfR (H/ACA RNP) %JEHK$ 5. H/ACA RNP I3 rRNA
DEEDT )V VRO Y 2 — P ) VLG EES 2
LT, URY =2 RO BFEMNER IRES (BLFIPNY)
Ry — AHEAFRAD) ARAFH 2 BIRBGR B % 5 2 2 1%
Z¥F>. —7J T, DKCI, NHP2, NOP10 ¥ 7 1 * 7 fii
ZHI)TORAT—VYOMENTTHY, 7HRXT—EOfl
7 2=y P THSTERT E RNA IV KR—% Y +Th
BHTERC & L Hl2rax7 —VYHAEKZEK TS, DC &
HHEOHMNETIX, 712 X7 ROEMHEIGFHICA DN
DKCI1, NHP2, NOP10 |2l %, TERT X TERC % DC ®
JFRBEETTHHI LD, — IS DCIET T X 7R
BORMTRETAEZEZONTWS, LaL, DKCI
ERIZEAZDCHEZEMIL CTIZIRESEY %2 FH>o —#H D
mRNA HOFREEPHRESNTBY, 70X TEOH
FEgclnd, VRV —AEAEROBELHAN L ER
THERPHEHRT LML ZEZ 5N TS,

2) 54—« V—JEf&E (PWS : Prader-Willi syn-
drome)

PWS 3#T £ R TOMBRIKT, KRR, HAE LB,

MREFTA R EOS T ST RRHERL, 15,000 A2 1
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F1 VRY—LEGENTEEEL-BETRE
BiRTE i i IR B L RN
Tt I N P B BE R PRAE BiEAiry /5 35
TCOF1 DNA §z5., 18S rRNA O A I —F%x— - 2 X HFHEEERE TG o AR
FovAt I fE fz, 5 HAIZ1TA
UTPI4C  UTPI14 18S rRNA D i#b BEAAE T AME HH
CIRHIA  UTP4 18S rRNA D 3L kA 74 7 NBIF FAEREE, TR W g ik g Mk
% (NAIC) 7% fz, 100 BILLT
EMG1 EMG1 40S 7=y F DAL R—Z V- TVIF4E AFEEER, KEEE FRarsitdEz
T
RBM28 NOP4 60S 7= v b DRI ANE JiE 53 SRR, MBEENE  EithstEE
H, PrwkEE
SBDS SDO1 60SH 7Ty hOFHALE TanNvnwy - FAT  FHFEE, WHMRE  EYaRS s
[E%) IS T NIEMRRE 2 & WIS, I
EOFKRE
WDR 36 UTP21 18S rRNA DAL JELSE B T RS £ Ak P AR R
HCAG6 UTP6 18S rRNA DAL PR ME N 1 B B2 S A0 ORE WL HMEE, 4 Wik
7z - F LM fz, 3,000 A121 A
138K, I-5FENEL, M-6HEONOE1 SHL
F 2 snoRNA & B L7z fnTRE
f{f%% I N P B BE R 37T N AR & FE S
DKC1 CBF5 box H/ACA snoRNPs 12X % e RUEMILALE JUERAG, DOHERE, X EEHEMRE,
Ya—Fyy vt Fuax P2 g MG, EASSEER 100 T AT A
7 —¥#E ko El
NHP2 NHP2 box H/ACA snoRNPs I2X %  SeRKMEMILALIE R, B RarkRE WA SEE
Ya—Fu YT FuaR VN
T — ¥ ERoR e
NOPI0 NOPI0 box H/ACA snoRNPs IZX % B RMEMILALIE R, ERikaE W As iz
Ya—FuY YL Fuax Py
T — ¥ EERORE
SNORD116 box C/D snoRNA, HERERM  7F5— - 74 ) —JEfE  HAERMERET, Ky KM fkA
i 5, 0, MmaEsre v rvsqa v s
RMRP NME1 5.85, 60S ¥ 7=y FDK kG BEZEIIE REEEAEE YKy WALtz
At EXTERE, RER
4, V) USEDOUSE
K3 VERY—AY U EEME L BETRR
1:“{?%% i N P B BE PR Jifé AR AE IR B & R
RPS7 RPS7A 18S rRNA DAL FATERYFR - T79y 7 HIE, SHEEAS R AR R
RPS7B 7 7 VHEERE
RPS17 RPS17A 18S rRNA D31k FATEYF - 75y AIE, GHikEAE W ARE R
RPS17B 7 7 VMR
RPS19 RPS19A 18S rRNA DAL FATERYFR - T7Iy 7 HIMJE, SHEEAS R AR R
RPS19B 7 7 VHEERE
RPS24 RPS24 A 18S rRNA D31k FATEYFN - 75y 27 AIE, GRSk E W ARE R
RPS24B 7 7 e
RPL5 RPL5 28S rRNA DAk FATEYR - 79y 7 HIME, SHEEAS R AR R
7 7 VHERERE
RPL11 RPLIIA 28S TRNA D AL FATEYER - 75y s BIME, SHEERS SR EN SR C o
RPL1IB 7 7 R
RPL35A  RPL33A 28S rRNA D AL FATERYFR - 79y 7 HIE, SHEERS R AR AR
RPL33B 7 7 VHEEEE
RPS14 RPS14A 18S rRNA DL 5q-JE A KARMERMEE M, % —
RPS14B T RE B
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NOEETHIET 5 BEMERETH 5. PWS O JFK IR
T 15 F gtk ql1-ql3 TH Y, Z OFEIBIIANK,
KBHKRDOBIRFORBFEHT BT ) 2L T T4~
FIZE D BETRANB SN TWS., 20720, PWS I
LEBFD Z OFEZFHEBOKIED L, BHbikos
IR TN TFA v T T I— ihFEizEo—
AR E B EEBUCHR) ISV RIET S, PWS 2815 F
Gt fk q11-q13 IO EDOBIZFITER T 5 222 0» T
Fo L ARHTH o 7205, &% > T, IRNAD 2" -0-
)R =2 X FIVALIESIZ B 53 5 box C/D 2 snoRNA #
HAEAE L, W T3 HBII-85 snoRNA (SNORD116) %% PWS
DREKNBETORENHRBEHTH LI ENHSNIE -
729, L2 L, BIEES TSNORDI16 A% X F VALEER & 3
5 RNA A MEROP->TELT, VRV —2HEEHKE
EDEHICHEL T E0AHTH L. SHROMEOMERE
W2E D, PWS & VRV — L AEKE BEMEA S 2%
52 LMLz,

3) MU—Fv— > XEEEE (TCS : Treacher Col-
lins syndrome)

TCS (4 Jetu R Pk (5 T, BHEER:, Bima, T
#, HIOWMEE 2R E L, THEESRA SR
TdHA. 50,000 N2 1 ADFAERTAH LR, HKEET
T % TCOF]1 DBIZTERIZLY, BIETEWTDH S
Treacle D FEHEFEWHIK E 2 Y HBIET 5. TCSIZA LN
% TCOF1 #MAnTZ81\%, #IaFRE, BIETFHHA, I A
Y OABR, AT IAT U TRERESETEETH L,
TCS TIEWITNHARELERED Treacle 23T L, HMIEAT
@ Treacle DFERERIEIHIK & 2 0 5iET 5. MENICE
WC, Treacle i&, #/MEN O FIZ RNA DG 3 fTbih
5 FCIZJF1E L, 1DNA#Z G [ T T & % UBF (upstream
binding factor) %> rRNA & Z 9 RNAK Y X 5 — ¥ 1
(Pol 1) & & &2 RNA G M2 THAET 5. 72, RNA
o7ty 7 THEET 5 Nops56 & HEAEM L 18S rRNA
DAFNVALIZE S5 5. L72h> T, Treacle i3V AV —
LAEBROEG NS Tat Y v 7 ETOE L OB THEBE
EROZEDTREIN, IN50HEEDLS, TCSIFY R
Vs SN, —HT, BREEEBRIIBNT,
Treacle (X F B AR LE & W8S O BIZAETE T 2 Ak S il g
DOWEHE LIS 5 5. TNITINA, Treacle D71
A=y A (BIEFERIZX D EW?S0% WAL, £
OFERBE T ORREZ TEXR) T, Mk LMo p53 4k
) 2 B EH & 7 R b — ¥ AH A 5N Treacle D HEHE
Wl & 2 g fiie O T E 28 TCS DR TH % L D
WG 5, TCS ) RV — A TIERWEEZ S,
LA L, Treacle D N7 U AL~ 7 X HKOMRE LML
TR RY — AW ER L D 2w 2 L, TCOF1
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WEBRPNZWEATHPIIOF T2y N ThH 5
POLRID, POLRIC DZRIZ X ) TCS BFAET 5 T & A
WMEEN, TCSIRYARY—LWHTH DLWV HAEZ L
LTwWa", ZhboMENEWHEIX, TCS TlE, K3
AR OMRIEMIBICBWT, & VS BAEREICLERY
R =P+ GERENTAMNLRERD, Z1)Tp53 K
0 7 AR S M L o B4 BN I ) R E 2 2 L
TCS DRIEDIFEH & 7 5, LEZNIEHHEI DL, L
L, Treacle IZJERIHOZ KR MIBTHIEL TV 5720,
2 R R R R BB 72 BN 2 Do v T
bhoTwiv, EEL1E, TNOSORHALZEZTS I
T 5720121, Treacle DY R — LA HEESKIZEBIT 5 %EH
DFEMEHSPIZT HLENRDH EE Z, Treacle D) K
V= LAESRII BT B RE OB & D TV D, S,
MO LE, FICSNZWD, SFTHRONEREE
fEHAZHN L CAR O & L 72\, Treacle 7% Nop56 &
MEERL, VRV —2ZESEONMEBERICER IS
RV —ARBMRICE TN S Z L 3T TITHE LY. $ig
51k, D%, Treacle BEUFZFD X A VY ERKDOFEH
a2 R TE AHFFERABILL, TSI EEM L
VDY N eI L., ToMRICE D L,
Treacle I& rRNA IZ#5 A3 2 R QBB T RP L AR % TR
L, FRBEGICELERTFRX 7 Lt Y —LDERICHED
HHRT-LHBEREEE LTS, 4-2) T T RPS @ rRNA
ANDOAIRAADNETFIZ DWW T S NT2HY, Treacle 75 rRNA
2 RP Z AL AATFBRIZ RP 238 L TG T 2 & 23 -
TWBUREMERD S, F72, FH 513, Treacle iZ -DNA
FOTEY AT 4 v 7 BHILHIELTwE LDORRD
BTBY, VRY—L2EERIIBVT, &5 L RP IO
NG VARGMLTWEEEZTWS., 5%, IhH0N
REMEZ B 522 L, Treacle & TSCIZEH L T4 % TAHAHZ
BEHOLOMILTVELWEEZ TS,

X 23

1) Yoshikawa, H., Komatsu, W., Hayano, T., Miura, Y., Homma,
K., Izumikawa, K., Ishikawa, H., Miyazawa, N., Tachikawa,
H., Yamauchi, Y., Isobe, T., & Takahashi, N. (2011) Mol
Cell Proteomics, 10, M110.006148.

2) Kressler, D., Hurt, E., Bergler, H., & Bassler, J. (2012) Bio-
chim. Biophys. Acta, 1823, 92-100.

3) Strezoska, Z., Pestov, D.G., & Lau, L.F. (2000) Mol. Cell
Biol., 20, 5516—-5528.

4) Holzel, M., Rohrmoser, M., Schlee, M., Grimm, T., Harasim,
T., Malamoussi, A., Gruber-Eber, A., Kremmer, E.,
Hiddemann, W., Bornkamm, G.W., & Eick, D. (2005) J. Cell
Biol., 170, 367-378.

5) Finkbeiner, E., Haindl, M., Raman, N., & Muller, S. (2011)
Nucleus, 2, 527-532.

6) Castle, C.D., Cassimere, E.K., & Denicourt, C. (2012) Mol.



870
Biol. Cell, 23, 716-728. 13)

7) Schifer, T., Maco, B., Petfalski, E., Tollervey, D., Bottcher, B., 14)
Aebi, U., & Hurt, E. (2006) Nature, 441, 651-655.

8) Zemp, 1., Wild, T., O’ Donohue, M.F., Wandrey, F., Widmann, 15)
B., Gleizes, P.E., & Kutay, U. (2009) J. Cell Biol., 185, 1167— 16)
1180.

9) Sloan, K.E., Mattijssen, S., Lebaron, S., Tollervey, D., Pruijn,

G.J., & Watkins, N.J. (2013) J. Cell Biol., 200, 577-588. 17)

10) Preti, M., O’ Donohue, M.F., Montel-Lehry, N., Bortolin-
Cavaillé, M.L., Choesmel, V., & Gleizes, P.E. (2013) Nucleic
Acids Res., 41, 4709-4723.

11) Karbstein, K. (2011) Curr. Opin. Chem. Biol ., 15, 657-663.

12) Strunk, B.S., Loucks, C.R., Su, M., Vashisth, H., Cheng, S.,
Schilling, J., Brooks, C.L., 3rd, Karbstein, K., & Skiniotis, G. 18)
(2011) Science, 333, 1449-1453.

(A% %85% 1075

Nelson, N.D. & Bertuch, A.A. (2012) Mutat. Res., 730, 43-51.
Yoon, A., Peng, G., Brandenburger, Y., Zollo, O., Xu, W.,
Rego, E., & Ruggero, D. (2006) Science, 312, 902-906.
Peters, J. (2008) Nat. Genet., 40, 688—689.

Jones, N.C., Lynn, M.L., Gaudenz, K., Sakai, D., Aoto, K.,
Rey, J.P., Glynn, E.F., Ellington, L., Du, C., Dixon, J., Dixon,
M J., & Trainor, P.A. (2008) Nat. Med., 14, 125-133.
Dauwerse, J.G., Dixon, J., Seland, S., Ruivenkamp, C.A., van
Haeringen, A., Hoefsloot, L.H., Peters, D.J., Boers, A.C,
Daumer-Haas, C., Maiwald, R., Zweier, C., Kerr, B., Cobo, A.
M., Toral, J.F., Hoogeboom, A.J., Lohmann, D.R., Hehr, U.,
Dixon, M., Breuning, M.H., & Wieczorek, D. (2011) Nat.
Genet., 43, 20-22.

Hayano, T., Yanagida, M., Yamauchi, Y., Shinkawa, T., Isobe,
T., & Takahashi, N. (2003) J. Biol. Chem., 278, 34309-34319.




