I

{ % mRNA X751 ¥ THBORIREAEAOTA ¢

G BB B LA A LA L

WY pre-mRNA X7 Z 4 2 > 7 DR & T DEIERIRE]

=l DO, K&

1. #EMDpreemRNAX T SA4L 2T

1) D pre-mRNA X771 2 > JTHIEDFH

preemRNA A 754 ¥ V7%, AT 54— L LT
NDGFERBEIZL > THBEINIIETHL. AT T4
VY — A5O3 7 KT LU small nuclear ribonucleoprotein (U
snRNP) T3, UsnRNA (Uridine-rich small nuclear RNA)
EEDORRMMHEER Y YN BB AKRTH B .
snRNP |2 & % pre-mRNA A 7 5 4 ¥ ¥ 7 )t O 5 T H %
&, MR E PO premRNAA T T4 ¥ v 7L HHL
MCENTHY, ZoOFEMIIMhE"? IS5, U snRNPIE
U, HEEZRpre-mRNA AT T4 ¥ v FIRTIIHEHY T b F#
FEINTVWEZLDD, AN preemRNAA T T4 ¥~
TR A 2 ZO TIA S EBAY TIE L Twa &2
BT,

ZO—FT, WY TIZT /) 2RI K 5T, pre-mRNA
AT Iy TWFZa— N H8BIEFED, PN E
B D r — 2O 2BEREICHML TWwWbZ b bhoT

FORUR AR AR B IS AD R AR e R (T277-8562 T3¢
BT ORES-1-5 EaBie01)
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©2022 NAEHFIE N O ARAALE &

WL OEBAMERLZY, ALE LN TELR VD, BEZLIISE L TAT
AT 2720 0MHOFTHBEFESETVD, EEOHRERELS, 0204k
MMAD—DN, premRNARAT T4 227 ThhHIEIRBINTVS, KETIE, pre-
mMRNA R 7T A ¥ ¥ R ORI R 2 M, $FI2EEH S 29T L T & 72 U small nuclear
ribonucleoprotein (U snRNP) ZEHIZOWT, a4 X+ XF D45 T EWEMIEED T %
USRS 5. 2612, HYERBEIGEICHE T 5 pre-mRNA R 774 ¥ v 7V OEEN 2R
FTHIFEBI 2 AL, pre-mRNA A7 F A 3 ¥ 7 H%H ) M A B BN O W TEL Lz,

e

Wn 3 f2k 21X, serine-arginine (SR) ¥ YN H T 7
IV —ICHLTIE, MWRRRN R B AL VR Z FFORS
7773 —, R2ZY 7773 —, SCL¥777 3
J—, SR45H 777 I —, OWUDOHT 77 3I1) =%
oMo Tw3>, a4 X+ XFSR45% ¥ 37 H i3,
BREINERCTERBIEICEE 2B 24 ) Z i & h T
BYOY, KRR 7 premRNA R 75 4 ¥ v ZHF D
HEEDL DRI OOH 5.

FREEDT ) AT A4 FFTICE T, Wi BIT5
pre-mRNA A 7' Z A4 ¥ ¥ FHIO 7 7 57 4 F R KH W]
LN ENTWS., 72 21, #EIRWYpre-mRNA 2 77 4
PTG EAL ha yOBPUERIC L o THE S
N5, b FTREEDTZ Y v ZRIEL Tpre-mRNA A
TIA LT RRIT [AF v ¥y 7y VR O
i) pre-mRNA A 75 4 ¥ ¥ 7 OBEDEW—FT, HPT
X [4 > ba 42FF (intron retain @ IR) ] OBHEI R D
EVSO IREWIEICHHOZ ~ v T3 R U R AR
H35ah% <, THIZRNADOWESHEEO —D2TH
b F v v A BARLE R mRNA 758 (non-sense medi-
ated mRNA decay : NMD) DIEIZZR 5720, ZD% 1%
MRNA BB TR EN Y V87 BIZE L WAERRNA &
ZAONTERY, L Lad Sz vCid, NMD
DM LR LRVIREWIHFLAT L LY, BIRWY
pre-mRNA A 7T 4 2 ¥ T DFEY D 35%HAKR 1) V) — K ITHE
HLTHBY, BRI TWwEEEZLNRLZEY G
ENTWVS. B2, I FVOHREMPEDSFTCGCEHEHE
MWI 7 VERICE WA ¥ b a id [Existron] & LTH#
HFEHESRTEBY, MY TIIFICZOREIEH NI &8
RSN TWE Y Zo k), T, Bieidi

AL 4594 %55 6 5, pp. 861-867 (2022)
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(A) ¥4 XF X FIZBWTSRD21Z U snRNA DEEHE 2, RIDIFE/MEIZBIT A U snRNA & 7 V87 B O#EEIZ,
FINEFNHRET DL EEZOND. B)srd2-1B & Wridl-1ZEF4KE, EliiA SO v A E &2 %2 Ry —

Ji. Mo 0H N ARBIIREIZ L H5TRDOHN L.

7 5 BINE pre-mRNA A 7 5 4 3 ¥ Z il OS5 % #L &
HCELEEZOND.

2) HEMIZHT B UsnRNPESBRIEKR

FdhorBY, UsnRNAWRK, A 754 VY —20a7
[K-f-U snRNP Z i § 5 HE L /N FRNATH A, & b
DU snRNABIE T, 7/ & FI25~200 3 ¥ — @2 T
MY FRAIFRBELRETI—FERTEYY, U
snRNA JER T HEFEI O 7 0~ F VSR A, H—
f& (Cajal body) &A5A3 52 LT, ERBZWBENTHOI
57 ZRICHLT, YaA4XFAFF A3 L
U snRNABZT-OEELR Y VFA) E— MIR22 5T,
RbYVIZZFAT—FHRE L THEILELTVWDL I LRV
Eh7zY. ya4 XFXFA ) LTI, U4 snRNA D 180~
300nt 32 Ul snRNA 25071 3" % Ul snRNA & U4 snRNA
D25 A% — (Ul-U4snRNA 7 5 2% —) TR D -
TBY, ZOLESHFREMEIIMEL TS, F/2,
U2-U5 snRNA 7 5 A # — %, U2 snRNA & U5 snRNA @ %
PTLAREBEL O TEY, UsnRNABIZFOF /A
L, BEREFRICERTLTWEHOD, bhEidEor
S RGZLEEZELZENDIroTVSEY,

WP B X, AT I 4 VY — L %3 % snRNP
DEAEREKIE, snDRNAD 7 5 AL - TRRBLI LD
RENTWA. RNARY AT —=FIIZ Lo TIESINS
Sm%Z 9 AsnRNA (U1, U2, U4, U5, Ull, U12 snRNA B &
FUdatac snRNA) DA, snRNADBHie 7a vy v 7
X, BREEINOWm T TIrb b ds, —F T, RNAKRY
AT = X > THEE E 15 Sm-like 7 T A snRNA (U6
snRNA B & (FU6atac snRNA) &, BN TTXTOBMED
WAk 529 BAKMIZIE, SmZ 9 AsnRNA X, BN
T snRNAFF S 195 K F #4518 (snRNA activating protein

complex : SNAPc) 2 & o THIG S IBHli & 1T 721k, %
MANEZEEINF vy THEED MY X F VAL & =
b, BB N) IV TEZY, SRROMERERS V5 s
BERE Lk HOBNICEXRSNN, )= VRSP
IMETsnRNPAERK & V8 7 B LA L, Bi#snRNP & 7
B2 BIRIENE L2, Y EA XFAXFE ) ADD
iE, THSHHFELBEsnRNPAEG KA FI2oWT, —EH L »
FEOQZHTHREROLL RV, ki, MBEICBNT
snRNA & Sm %7 ¥ 28 7 L oFEA I B b 5 survival
motor neuron (SMN) HAEKRBEE Y V872 HEDH L, v u
4 X F X F TIZGEMIN2 & AtPRMT5 D A DPRAF ST W
59 ZpZ L5, UsnRNPEABERIZOWTIZ,
By LM TR o TV AR DL £ 2 5575,
FHNIAHZ T ETH L. SHROMITIC L 5 EERHP
o5,

3) HEYsnRNPEEREATFOI=—7 B1%E

HH5IE, YO XF XF DU snRNP A AR E -0
GBI 2 DTV S (1), a4 X+ XF%
IRZEE AR shoot redifferentiation defective 2-1 (srd2-1) B X T
root initiation defective 1-1 (ridl-1) &, iR T CHIARR:
BT B E AN T IR A SR &S VA S
TH5H5Y, HPIE B CEAERED 2D, +—%
VURTA AL = v AR IVE VMR R
% &T, WA 2 S BE (D VAT B XU
St BRERA) 2HET LI ENTED. srd2-1 & ridl-1
OFRBRFENT 2> 5, SRD2 & RIDLIZIRENFL /5L (Vv 2
W) &, VAP S O 7 % 3 BRI O W 5 12
sl 2o &, FFIS AV A TEECAN I o0 Al 1 Sl e A5 12
Bb b Ldbiroz2 (A1), MIORE, SRD2EE
FlZk P SNAPcOH 7=y h SNAPSODFEH 7 % I —

HAbF 5594 555 65 (2022)
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ZERUR SRR AGI = B i ZE LK

srd5 SR45 AT1G16610 v 7)
srd2-1 SRD?2 AT1G28560 v 23,35)
ridl-1 RIDI AT1G26370 v 26)
gemin2-1 GEMIN2 AT1G54380 v 22)

tgsl TGSI AT1G45231 v 38)
cypl8-1 CYPI8-1 AT1G01940 v 46)
stal-1 STAl AT4G03430 v v 47,48, 49, 50)
skip-1 SKIP AT1G77180 v 51,52)
sf1 SF1 AT5G51300 v v 58)

FLTHY, HWHITEATU snRNABEEHIENCEYS 35 2
&2 RIDIE(E T \3H/IMEIZRAE L U snRNP K22 B A
L REMEDYS 5 DEAH-box BFIRNANY # —¥ % a— F§ 5
LW URENS. 25121, U snRNA LV SRl
Ha oMt 2 HE T 5 2 &, MBI 135 240 R%
DGR L D D X EV L)L D U snRNA L AL AL
LENBZE DA o727 PEIE, U snRNP AR £
ASHEM R O BB © & 2 I EGE - - LRE o WY
AR 2B 2R L CTwd 2 & & RIS BERT TR
¥, BEREETH - 72072,

srd2-1 0 rid]-1 DI 2 T, SRSt T THARIEE,
SRR O, EOTRREIEK, [LRRE AR 25 A
B5N5BZ LMD, UsnRNPAGBIIEE FADYHE 721 T
%<, BimA NV ATTOMPIFEAREICS F/2EEHT
HhHEEZHND 08030 EERTENT L2, RiROU
snRNPZE G 1B D 5 SMN#E &K% 7 2. = v b GEMIN2
DaAf XF A FEREMgemin2-11%, W HIKEFFOBEELR
iR A N L AEEZEORBA 2R3, F 72 GEMIN?
mRNA H &, R EEARAE 1 2% IR premRNA R 75 4 &
R E 2, KIREM T TN AT AV T —
A OEEDHINT 5. APRMTS & B H 351112 B b
D33 R TR E Vo Z2BREA L AREICHE
BTHhDHIENRREINTWES . X 52U snRNAD
F v v THEEE MY X F VLT 5 B3 trimethylguanosine
synthase (TGS) DHEREAEIL, Y0 A XF X FITBVT
KRMEZET S22 b bhroT05Y. Mo
HO(F1) 1E, U snRNPAESKHIEIIHEY OBREA ML A
BECBWTHEETHLIEERLTWVS. S5II5Y
72 b OBIEETIE, U snRNPAES KBS E SRR ZE L)t
%BEBEA PV ANDIMEREZRTI LD DR OOH
D, UsnRNPESWD AT v TH 4 Bl bkl % Bz L
TWwabZE bz,

2. MBS ST B premRNA XTS5 A 2 I 4
1+ 37 25

ATk R72& B D, UsnRNPAEA KK T % & € pre-

mRNA A 7 J 4 ¥ ¥ ZHlHNF OERMEKS A b L AIBE
HEZRTHEINIZLCERHLTEBY, premRNAR T T 4
VYT ORBISEICBIT AEEREZ IR TRE L o
Twa, F/2, IR TARNT VAT YT = LRITIC
EoT, BEAMLAIGERICpremRNAR T 74 ¥ 27
N =V PRELBATHIER, BIRWA TS Vv
TWELHEMIZA MLV AFBTRLELZ 2% D
DHH¥NY  ZprE RNATTEY YV ZICHMT 5%
BT ORBLLZAT 542 T/, BERENT L2, pre-
mMRNA A7 T4 3 » 7 EALB & B A b L A LB
DT VAZNT b= ELPT0B L HESNT
WD AW Z DX, HPBRBIGE & pre-mRNA A 75
A3 v ZHBOBICIZRCD %250 23 5 2 & % A
HorEiosTET

ZZT, preemRNAR T G4 IV T F A FI7ANRED
I CHEBREICEHWRT 200, To5TEHKE 2%
HLTALY. WHMICIE B2TRLAZLIZ OO0
EHPEEIND, Thbb, $H—I21E, premRNA RS
A4 v v THEHEFBERDOFEB R premRNAR T 7 4 ¥ ¥
TR —PAPLVAZIRELTEHL, HEL L Tpre-
MRNAA T 54 Vv 7Ry =0 OEHEL7:567, Lw
=X (K20KEM) THAH SHITIE, 9 Lizpre-
mRNA A 7' A4 ¥ ¥ iR O EZic k> T,
ML ABEDOHRBEE T MRNAD AT S A 3 v 78y — >
BRELEHTL7r—ATHA. ZOYHE, pre-mRNA A
TG4 TNy — LD E LTA b L ASEHER
T OREREVEDEAL L, WY A ML AR EZHET L L
Abhad (M2ofM). DIF, 2oZo07—A1Z20n
T, FEhlze O/ T 5.

1) premRNAZX T 5422 JHI#HMEFmRNAD X kL
AmEM
Jib D SREAEF DmRNAIX, Z D% L D5, i &
i HOFMHFICIEE L THH DOpremRNAR 7 F 4 ¥
YIRS — U EEAASEDLIEDNRENTVEY, F
72, premRNAA 754 Vv 7N T % 32— F§ 5Cr-
CLOPHILINIS-1 (CYPI8-1) #fnF 13 EIINEMIZZE D5

A 894 K% 65 (2022)



864

x7549>75¥|——*
e T ——

BRIBEANR i 5 ~ BIR

jlv B
|

| RIF4L VT RTFOR- BIELELE |

——— D RTSALVTEFOELEL — ~ @ ANVAREREGEFDRTSAIUTHEH —

:::>>Hﬁzhuz lpmﬂRNA17549>7

AFLAGERBIZT A 2

pre-mRNA vmmvm

7000

RNA .
RRm A—

lﬂ$~7rﬁH%>7

. RNLRGERET
H—Byh % OHREEZE b
pre-mRNA THRALR - — =
HERIEF
L
] Foe—4— SF: splicing factor ] 10y =— qubny

(RISALVTEF)

K2 FEPIBREIIGEAZBU S pre-mRNA R 7T 4 ¥ v 7 O E

pre-mRNA A 75 4 ¥ ¥ ZOBRBISE~NOENE, Q@D X HIZEMTESL. O (M) &, premRNAAT S A ¥
v 7R T AR OB premRNA A 7 T4 ¥ v ZFHIBIA A b L AINEEEZRT r—A%2RT. @ (HGH) 1,
A b L ABEDHMBIEF D preemRNA AT 5 4 ¥ ¥ FHIHIA A N L AREEZ RS 7 — A ZRT.

HWPEHL, AT7F54 VY=Y Vs B0l v
BbZ M3 %5 2 & T, premRNAAT T4 ¥ ¥ ZiREIIC
M543 EdRENTVSEY. Zoflticd, BEPRP6
DFEW ZTU4U6-U5 snRNP DT vt ¥ 7Y — |25
% STABILIZED 1 (STAl1) &, fKii, HA ML ATZED
BB LR 5950 Fk L7z SR45 & HIHEAE N % Ski-
interacting protein (SKIP) O¥EHL L, HLWHEA ML A D
WHRZFHY 29 LizpremRNARA T T4 ¥ v 7
TR R 2 R, KD srd2-1 R ridl-1 D & iR &%
DI, AP VAICHEL 22 RBAEZIRT I NS
V1926283030 (2 ) X 5 |ZSKIPOBITIE, A LA
Lo THISRIEINSpremRNART TA ¥V 78y —
YEALDRPDISKIPIZ L o> CTHIHE NS Z LR S
THYY, HWIEEREZ ML 2% L TR I pre-
MRNA R 7 F 4 ¥ ¥ ZHBREFON) T— 2 3 ¥ LRk
WEESE, ATIAT U TNYT U IOENEZEL
TWBEEZLNA.

2) A bMLRSEREETF mRNADpre-mRNA X 75 1

DUTEAFIVR

ANV ABERBIETMRNAD AT S A4 S v 7 ¥4 F
IVADBEBEA ML ARKIIKRE LB EL 2O T
LT, 72&z21E, BISEEIET Heat shock transcription fac-
tor A2 (HsfA2) H3F 5N 5. HsfA2 IZBISHICEE 2 K
TTHY, hsfa2Z BRKTIIBA M LA RZNZRT S,
HsfA2 mRNA X, B4 A bV AKGEW B A T IS v 754
FIZARRL®Y, BHRIEVI LI, BAPLRICK S
THHTLEATIA 27N 7 v b SES LA HsfA2
¥ YT ENY T VNS, HfA2BIETOTaE— 5 —|T
WELTHEOBEZEM LT 2L w9, EOT7 4 —F

Ny 7 V= TEGHBMABIEAET 5 2 RS2, &
7z, ACRCHIH O EER T T d B KRS #E s T FLOW-
ERING LOCUS M (FLM) b, MEFMHEFNII=Z>oD
premRNA A 754 ¥ ¥ ZNY T ¥ NFLM-pB X ' FLM-
SDWHEALT H. ZDH B, FLM-BIHERRN RS 57
HE2aA—=FNFTBATIA T TN) T THY, ¥ —
7y MBIETOTHE—=F —ICHEA LTI HHY IS
<50, ZIUCH L, FLM-0IZAERIZIEAER B < & & A
5, FLM-B& FLM-6 DHAAEHIENIZ & - THEHETH S
EATRENTWSY, X5\, T ®FLM mRNA DR K
£ 7 pre-mRNA 2 7 5 4 ¥ ¥ Z il 1%, pre-mRNA A
T4 vy FRTASFINEEG T 252 &b shz™.
CDEH, WYOBBISERED—o L LT, #ELT
DpremRNA R T T4 ¥ ¥ 754 F 3 7 ADFaMIZEAL
L, ZOKNE, WYORBINE - FBEOH I TE S
eV EMADPEENS. premRNAAT T4 2 07
HTHY DR pre-mRNA A T 54 YV Z ¥4 F3I 7 A
EALT, EOLI)ITHBETDpremRNAAT T4 ¥~
TWEALL, WY ORGSR AR E AT b D O,
SHOE 5% DIFNTIC L A ORI s 5.

3. premRNARTZ4 2T ERBREMDEADY

BRI R HEH L AT VT AT THY,
FEHZRILCLOETLIIIELRBISOYTHL.
72, FERRIEE 2 AL T OEHREZIIER 2 EE R
FNH AT THH DV, ZOERMEIOBNLRELN
AL harL—Fyr7Fvid, BoBEFEBREZ L
T, GEBAETERCREIC, Wi AV E VIBE 7 &2 fil
THILEDHONTVRE . RS CERAL Fa s L—

HAbF 5594 555 65 (2022)



F¥ 7 Fvid, 55K TR microRNA % 41 L TH% O iEE il
BB SN D LR I N T E 725, T4, pre-mRNA A
TIAT T =7y MILTWA I EDBHLRIIRY
00%662,63).

Petrillo 5 (2014) &, # FEBCHRL S N2 HEMRAER
GRERARL a2 L — Ry 7y, T EMEICBIT S
pre-mRNA A 75 A4 ¥ 2 73 % — > (RS31:#f5T mRNA 7%
E) ZEALEELIEEWSNICLAY. W7V —T13E
SICHIE R D, FERMAL bu s L—Fy 7 Frodbnl
L —EE, WTFEDI M3 FY 7 & target of rapamycin
(TOR) ¥F—FIZL 5T, premRNAR 7T 4 ¥ v 7l
BT LZE, T VIO VOGTEREDLRL L
b—E0i%, o EERA S H AN S DG REY TH
LRESHS TWB I EEZWMELTWDEY, 29 LR
&, premRNA A7 T4 ¥ v 7%, SRR L 72k
HEHRE TR ABOEELZZIFCR->TnD S
ERRIELTEY, FFICHIRE,., XSS, e 2
I L7zpremRNA A7 T4 ¥ v ZHIHENL72BREEA L

ABEIEH L, ﬁ'ﬁ")ﬂi(ﬁ Miﬁﬁﬂ’]&ﬁﬂ’l‘ﬁ ’““%Uﬁﬂ IDn

P72 premRNAR T 54 2 07 @*Iﬁ%ﬁiﬂﬂ(ﬂ&n]]?b‘&x_
DOHY, FMEEZTHENT IR ERELW.

4. BBHYIC

PLE, RETIE, MW OpremRNAAT 74327
FEB X OERNEECET2BEOM R Z ML TE
7. RELFLwpE, MWITEZAEWIIECLEL 2
pre-mRNA A 75 4 ¥ ¥ FHIHO KB RFFL 2035, fl
W B 2 2 L SR TB Y, 29 LR, M
WL TIEOAMBLOHEIZEML TWwb EE2ON
L. WMEMEE LTS ) AT F R NS VA2 YT b —
LT — I NERTAHT, REINERTEAMALT L HE) L7
pre-mRNA A 754 ¥ v 7 ¥ A4 F 3 7 2O I3 BEIE IS
BinL, WWZBIT 2 premRNAR T T4 ¥ v 7 OEEME
L MMIEEHENTE 2. £O—F T, pre-mRNAR 7
T4 T i LI ERBIR G O F A = A LR
BRIIOWTIE, WEZHBOBEIIH L. S%1E, AW
FRICBIDATIA V75 A F 37 ADLBIEN R,
mRNAMERE 74 F I 7 ZADMH, F 72 mRNACH O Ip2E
11 72 Vo SRR BE SR AT 72 & % 38 U C, Al pre-mRNA A 7
AT VTR E 6% AR ET, WWIZEBT S pre-
RNART T4 3 v TOBRENOBFEN V- ZFIRREL L
HRE L 72w,

B

AEEERET BI2H 725 TIX, AWM AMEK W],
SAEAEEE AR L BB 2 (19-6002), FHF# (Grant
No. 18H05489, 20K21415, 21H05652), F 7= W EUKZAELK
FhETa s g s [RERAEY] 0% RE8MEW272
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