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Functional role of the hCNGB3 in regulation of human cone
CNG channel: effect of rod monochromacy associated -

= SO H mutations in hCNGB3 on channel function
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t%ﬁ%ﬂm®QMmGMPw%@) LXoTHIEE N BIA 4 F ¥ RV,
CNGA3 (o) W7 2z=v b, CNGB3(8) ¥7z=v Mo X o THRENE~T
o 4 B ThH 5 (CNG; cyclic nucleotide gated channels). “hvb % o— K33
BETOERIIFFE—EEAREOFRICED LELDR TS, a—ry/SA
RV T T v TBANOBEILBNTRE OER (6 T464F1, BT64FD A
BElTHEESRTWSD., F, FEED BRAOFGE—-GRIAE 4 fl2 ML,
YT o=y FOBEFTHZRER (1897 A>G (Asp 633 Gly) 2 RH L7-.
LxL, b OEROHEEEIT 1T o BEITS ETITRV.

AFETIZOFZRERZEDEHRBO 72y NOEROHMEENES
FERALMICT D72, b MEIES D cDNA BB L, HRMIEICY L 3r 25
BREY, TREFyRVOBRABZHBFEEZRNETEILOTHS. BROLE
R L LTk (1304C>T (Ser 435 Phe)) iKW TSI 1T o7z,
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B A A OFF i~ @Méﬁ$%4z Z¥t B CNGA3 (a) 3L U CNGB3 ()
DETH Y R PEX Y /A4y bu Y BEROEERME PCREF A V7 k v
g TR o THRIT L7z,

b MBS LEE LY o8BI B ¥ T 2=y K complementary DNA
(cDNA, BTENTH aBLIT B) &, EE~I ¥— (pCR3.1) T,
human embryonic kidney (HEK) 293#l81, o BIdH D\ ik BEMT, i
X ad BZABE QT /)T A7 b, aVrFa=y NEM, B
PTazy VEMEERER, HAWI o/ T2y MEXREBRH IR, SuFs
Z 7% (inside-out mode) & AT cGMP BRMEEROBEREBRFNZ LT
W EER AR I DWW THRAT L.

T, FREZEALR cDNA (B ml (Ser 435 Phe), B m2 (Asp 633 Gly) &
HER293#if8lz hF A7 =7 b L, Eﬁﬁﬁ7n~xk%%ﬁéﬁ Ny F
75 7B LY ERRICERER T o
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1. AANOHFE—EREREE 4 BBV THREROZRTINTRHED
bhighoio., L, Bﬁ7n~zb@ﬁh%_%t&££u%7_
A>G (Asp 633 Gly)) % Efﬂ T,

(B2) 1. AYAREER. FEOEN Hik B8 2% EHORCEHL.
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2. a BB DHVNT o/ B 2EA U HEK293MMEIZ BT, cGMP iIZk -
THEEESNGERERFE L. —F, SEMEAMMMEICR TR
LI RBREAFBRINED 27 (o= 30 cells).

3. e BB IC o/ B EEA LWV TROMIGIZ BT cGMPITILERKE
PRI 2B L, Ky CERRIEEGBE) 12 EhF 11.121.0 uM,
26219 M Th o7z, B allE2ET 5 & cCOMPIZXT B HERT

BB EBTRE T (P<0.001). o
4. BEREBEAMIITIHITS Ky 1 o/ Bml T12.0+2.1 M, o/fm2 T

X 111210 uMThHo7z. BR BB alz2ET 3L cGMP IZHT+ 3R

R afB LG ENRD I EINRBEINE (P0.001).
5.  aBAROUNT of B EAMIRICZEWT, cGMPHEREEROMIas
Ca? [TH T AR MICZENTE D bz, BOBRAICcoNm & ERIz 5
T5 Ca? OMFHIZIRIZONTIY, of BEAMMMEIY o B A IR 5t
LT bdighol (0.01). SEEBEAMMICENTY, NHAXE
Wi S Ca?t OIS RIT o EME AN LTE D
2ot (a/Bml; P0.01, o/ fm2; P<0.05). ZhbDI Lif, AR
BT S5 CaZ OIMFIZIREZER T2 L 05 FHE 8 OMEN Smi,
Bm2 THHRIFBENTNDZLEZRLTWVS, $EZ0C LRI
Bml, Bm2ALHIT alRBELTVHILHERLTNEG, Eznd
£, RERERRIC Y VERT D D LN,
6. EBiT, BR BOHUT IV BEEEE Lz cDNAZEA LIZHBED K,
"% a/Bml-Ala (Ser 435 Ala) T 19.6+3.0 uM, «/B m2-Thr (Asp 633
Thr) TiE 24.8+1.7 uM Th o7z, HIHES Ca?* 12 L B NA & RIS 0
BEHIIERBLUERL LRABECTHo .

B4 B
~ a/Bml ZBWT GMP 2T DEEZMR o/ LY bENB I LI, Fx
ZNV D gating hinge 75 5F BT H 75 position 435 OF I B, MEEN
FEREFOLDIE DT L LICL WV RBER Rollzd bt EL NS, £
. B, o/Bml-Ala TiX cGMP I3 T 2 MB TR 72, £, ofBm2Thr
T cGMP IZ0§ DREEN TR o7 Z &b o/ Bm2 128175 cGMP S
AR T 2 BOEBELRESE L TWAEREENREZ 2 b A,
YA & BRI 63 2 Mifast Ca?t OMBIZHRDOERIT a @ pore loop I DHRTE
ETH5AMEAS 71‘/0)911/9‘7 VBRIZIVEBRATEREEZ LN A.
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b b EEAHIBE O cGMP 2 & o'cﬁ%ﬂiﬁﬂ ENBBA A F ¥ XMTBNT,
CNGB3 (8) #7==y }Z ¢GMP B X UM Ca2 B ir B\ T EE S
FERREIE R L TWB EEZ bRE. |

BY T o=y NOERIE, F¥RNAD GMP XT3 EME2 FIFs o LR
MR, HFZEDE Y $#EN GMP BEXETLTHF ¥ 2403
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b MEEMRIED cCGMP KRB 2> F ¥ 2L, CNGAS & CNGB3BENZENa— KT
5 o, fsubunit 1L X > THRREN TV S, AFRTHE, ETFHE—E REREGICR T 5
BEFORATETV, CNGB3 Wi RZERDE33OERHLE. Witk MEE» LB/ LN
cDNA HE&E&%@”%@&E@%@AL ﬁ%ﬂﬁh%ﬁé%nz%¢7/7&%ﬁﬁ
Lf?y#wwﬁﬁéﬁ%%%ﬁ_owfﬁibt
'%@%%,&MPPié&%%ﬁk%ﬁ#a&ﬁB?%%»ﬁa?#?”i@%25@%
Wo LM L. ZhiE, o KEEBBLRE LT GMP BEBLZETEELLVHIEF O
BErBEOLMILELOTHS. 200BRRVTILL cGMP BEMZETS®HHILNRTE
Pote. THUEL, SISV TEFRA X ) I CGMP BREMET LTHF v 54 2E
CANTRERFELTVS, |

ZOX D AR, FE— éﬂ@ﬁwﬁﬁﬁr%%mﬁb FRORREZREL, 6K
TOERZE ﬁéﬁ%%uwmﬁﬁbt%wﬁbé I b DRERIFHE—BREREORER
ﬁmowfﬁﬁﬁTu%511%@T%D,ﬁi([%)®%u Ikﬁ?6%®fb6

(CRL 16498 1 B)




