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The roles of PIH-family proteins in vertebrate motile cilia

(FHEENY OMEEEIEICEE 595
PIH RAA B RTET 7 I U —OREEERAT)

K4
I s

[

BEMAMOBTE - WRITMRRE 522 LM/ NEE Ch Y . FAEAMNHDE MZ
ELETRIFSINTHET D, FHEEY TIZ, #E - HEOEENZ < OIFE CIEFIAE
EARHERFICEE R Z R LTV D (REDORYRE, WIRO AT, IO,
i OEE) R L) . L7eho T, EOEE)ARIL, KUE SIRRE, NIBSAL, A7 & o
¥ B & & e PCD (primary ciliary dyskinesia; JFISTERRERERE R SIEGERE) OFRIK L7225,

WMEEEIL, MENOE—F—Z NI EHTHLIMAT A = BEENT 5, HE - T
OWNEMEE (BhR) (3. 9 SOBIRUNE DR IERIZR B ATHE LR S, k& A =13
HJEDWNE BICHER T 5, R A A = TIEEIC S FEEOY 7 &% A FHE{E L, OAD
(outer arm dynein; Mg s A =) L. airn g £TO 7FEFED IAD (inner arm dynein; P&
A=) ERHEN D, ZNENDER L A = NTEE D X R E B R D E KRB AR T
b2, BMfARREE Y 7 I REFT A HWTZFEN 513, OAD 23 15 LA ED Y7 2= F )
DR SND Z ERHMBLN TV D,

WE - WEOMEIZEEL T, ZAL0HRY A =T ETMIEFT TRk S, £ D%
WMEN~TEIND, RS A =00 T7Ta=y NI, MlREF TPTOMANLT O
& HEEN AR SR TR Z OMIKRE T oML T E N Z BT 5 K- DNAAF
(dynein axonemal assembly factor) BN METH L Z LN yhole, LnL, Bedr 7447
DR A = BHE T TED R I ITHALTHN TN DDA, £, EREN ORISR
BA =B T2 TPBREEINCED L SIZHFGT 2O ONTIE, REICH LT
S TUNRUN,



INETIC.ZTIREFRAD 25D PIH % 23278 (KTUIPF13, MOT48) 7% DNAAF &
LCRRDESRE A =T H A TOMNERIET 5 Z En@EIN TS, Ll B
RBCRASNEZPIH X %87 E (Pihl) | 1mﬂMﬂéMMﬁU%?~ﬁHﬁE@@é%%
FICBA G- L TRV, PIH X > R0 87 7 2 ) — ORI R S8 2\, & Z CTARBFIET

\m@@ﬁt7774yv;%%wf\ﬁ%@%@4@ﬁ@MH5yﬂ7E(WﬂM.
PIH1D2, KTU/DNAAF2, TWISTER/PIH1D3) (Z oW\ T2 RKZ ERL L 4G Ao ks RE AT %
1T -7z, PIHID1, PIH1D2 (T Z 4L E THEE « HEBIZEET S V< | 230D TOH

52725, KTUIDNAAF2, TWISTER/PIH1D3 [38EIZ PCD DJFIAE R 1 & LTI BN D08,
BEREDFEMIZR LLEII AT DN TR oo, ABFETIR, E7 77 4 v v a2 k57T cryo-ET
(cryo-electron tomography; iR -WriE kL) 201D T L, 1ER L 7= B RIRDflR &
A=Y T TEBE LT, TORK, FERKTRRDIUARL A =T XA THR
BT LE2HEL, & PIH Z UV EPRRRDMART A =T H A T ORMEUNEET
HHZ EEPLMNT LT,

[R5 & B2

1. PIH Z o "7 B IFEE MR EALRR CHBLT 5

BT 774y a®l ) L% BLAST B LR, 4FEHD PIH ¥ o N\ HBIET
(pihldy1, pihld2, ktu, twister) Z[FE L7z, ZiL 5 ORI DWW THRIBUENT 21T - 725 5.
FTRTCO PIH Z 37 EB R D EEEEE 27 3 288k (7 v -~Vvia, s s, aig
F.RRRE) CRAET LN o, 2, ﬁ%ﬁf%ﬁ#émH&/A& HE T
OMATITEWTEE SN o7z, LT -> T, PIH Z U X7 B iEIMEEEICE S5 T2
TEDVIRMES VTS, T, B SR A BB L7 2 A, PIH Z U R EHIT T TR T
SHIC OB S v, BT S odz, LT, PIH &2 2 37 B ITHiE D
WK S 2 R TIE IR NZ E R0 T, BEAIO DNAAF 1L, 2L & RERICHEE - HiEh <
I < MREFIZRET D 2 ENRFhoTVnD,

2.PIH % U RV B O KRBICE > TEFOEEBI RN & Shd

7 ) AN (TALEN, CRISPR/Cas9) # W T, & PIH % U ExRETHET T
T4y aBRERE R L, £ SFLRKOKFOEBMELBIZE LT L Z A, pihldl
ZEBRARCTITHMERATHE MR T L, twister ZEARORE X EEMEZ K> T, —7, pihld2
BRAKE ktu ZBRAEORE I35 AER E Eb L WEIEEZ R L, 22T, Zhb60EGT
DE OFIEFERE A SV, pihld2;ktu —HARMKZERI L 72, pihld2;ktu —EHARKTIL,
THEE D% TIEBNEZ o TS, BT CITMERATHEE AN L T, L
TeioT, 4HETXTD PIH # U\ EBIF R FOERREHLETHD Z &0
inotz, £in, FEBAKTHEAIIRRD XA TOEBREA2RLTEY, PIHZ 2 E
DTN L CEN TR DR Fi> 2 L 0VRIB S 7z,




3.PIH % v RV EHIE T OERKCTIIZNEN R Dk XA =3 kbh Tl

ERAROIEFHEORE 2B T 572012, ayo-ET 28D TET 77 4 v ol
T2 L7z, cryo-ET Tid, 2 IC L - CTREVEIERE OKOHFIZEET 5720, &
T OREENRT-NToE FREI B CTE D, £o, BARDAENLOREBEVRE T D
Z LT, B = IROTHE A fRIT T E D,

AR OKS TR OREEIEL. 7T I REF AR COBMOEL S BE LTy, 8
DEEH A =BT X A7 (OAD, IAD a-g) #8777 4 v afilfshi&EicEn Y4 Ch
EMNTE T, pihldl ZEILTIL IAD ¢ ODREEDORIBINZ T, V= RAZ o TayT 47
C Dnail (OAD 7=y ) ORFEN/BIE SN, pihld2 ZERAK T, k¥ A =4
DRIBITBE SN o T=N, TR Z 70y T 27T Dnail ORENEEZE ST, ktu
ZHARTIL IAD ¢ OREE I RIBABIEL ST, twister 22K TiX OAD, IAD ¢, d, g Di§IED
RIBDBIE S 7o, pihld2;ktu —EARIRTIE, EE3PEE K> T2 H#% C. OAD, IAD
b, c,e DIEED KENBE SN, LN T, PIHZ U X7 EBIETFOXRBICE-T, &
NENRR DR T A =T 2 A TRROND Z ERnhrole, FEBBOKEDIED)
L, BARDMRA A =T XA TORBEKBLTND EEX DN,

4. 7 o YVRRE TR - S X R D IEB R AR

7 v~ OVRITEAE D 7 — ROMFEIZE Th Y | fRTE o BlEEE) 23 H 3 /e ) &
IKFERIRDLE B A RTE T Do 7 v VIR OEENMEZBE LT & 2 A, pihldl ZRAE
TITHEE DO BIREAEEE DM T LT 7, twister ZZ 54K & pihld2;ktu — B2 BAKCIE, MEBITE
BPEA oo Tz, pihld2 ZBEAE & ktu 2R T, EOESHEE DR T T, A
HI7Z2iE8) 42 3 2/ E. EEMEZ Ko oiENBlE I, Lz -sT, 7y~ ULflaTth e
XTO PIH & o R BB PEDOIET 2 E BN TH D 2 &N ynote, BLBREN
Z &z, pihld2 BREAK L ktu ZZRKTIX, B FOEBIEFR2OICK L, 7 v-VLaikEix
BN AR LTz, pihld2 225K & ktu 28 SR O Rk R BL 00 70 REVRL T, AR C 272 2 ik
E - HIEORERR A L WD AR S 5.

5. 7774 v ¥ a SR CRAQ DAL A =V T Z A T afio

DNAH (dynein axonemal heavy chain; >4 4% 4 = > EH) 38R 2 A = O b E XY
Y7 a=y N THY, KR E A =TT XA TITENENE D DNAH 2>, HkR
THEE - HEEOMRN R D0 E 2 AL NCT D720, 777 4 v 2 DNAH #fx
T ORBUENT 4T o T2, KR E 7 v~ VLax ki3 % &, dnah8 (OAD 7 =2=v k) &
dnah3 (IAD 7 = 1) KB CTREEAYICHBL L TV /2—F T, dnahll (OAD 7 =
8 137 vVl CREBAIZHEBLL T, LT o T, BT T 7 4w v 2281 D FikEr
Btk A =T XA T ORI RIE S,




[t At

ABFZEN S, BB O 4 FE T X TO PIH #3278 (BE4 0 KTU/DNAAF2,
TWISTER/PIHID3 721) T72 <, PIHID1, PIH1D2 &, &e) 23, TNENHER DMk 2 A =2
DREFUNIETIH D Z L B H TR o7z, K712 OAD, 1AD ¢ IZHEGIRTERIZ 3~ TdD PIH
BNy BB T LM T A RO LRB I Lz, — 7, IAD a, fIZAHFZE
DOWTNOERKTH KRBT, PIH ¥ 37 E LS L EARIER 21T 9 7, EEK O
PIH % L X7 B2 K » THARIBHE STV D AIREMEN S 2 biviz, £i2. AFIEH,
O &7 v rULIaEE TR DHR XA = ORI & 02 o T2, HETE - HEITE
BHCRRDEERNZ— 2RI 7o, B RFRORER S A = BT 2 o0
REFFOFREMNE 2 DT,

AAFIETIX, cryo-ET ZHWTHIDTE T T 7 1 v ¥ a2 i T Ot S/ 217> 72,
INE CTHEHBYOME - HEETY ) AFE L cryo-ET 12 X 2 i 7e G gt 2 il & ot
TIRHTIZIAT O TR o 2720, SRIZT T T 7 4 v ¥ 2 kDN H - 2 EHEBV Y Ok
E-WETTMICRDL 2 EBRMIFEIN D,



