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1. FLC&IC

A7 4 IR, A7 434 FEEEGEALRED
WBHTHDH. TOMEIIAT 4 ¥ T4 FHEIEICIRIIEEASS
GL72ET I FREARFEET A, X740 v IREIL, &
RIED 10%FERE L2 i 0 e W~ £ - — R IR T
HAHD, AVATHE—VE L BITH/NES (4278 KX
1Y) OMRGTF & LTHRET S, CORE~ A7 a X
A4 VIdkERE Y v B ERERL, A2 AT 537 FIVIE
#E, MR AV AOKS:, MRaN/NMaR% L & o#EfET
HELREEHERLTWD Y.

AT 4TI Y (SM) 1, £F I FIZKAFaY
UHREAE LS LTBY, IREZEREBET S X
T4 YIREOKRE T ED S (K1), SMAKEE L
T X ERECHI DR 5 SMSIB X USMS2D oD T 4 Y
T A —AHh5%Y, SMSLIZTIV I SMS21F T U4k
BIOREBRIIBET 5. i, SMAKEEE HHIFLRE 1
THREBLUOANTHHEAKREZEELT 22 LT, BE~A
7uRAL VRN LIZY 7 FGRE SMAEKEEEOMIL
NREB L % Efk, ZLTSMAERZHET5Z Lob
o TE ARTIE, SMAKEROESHRIEEICET
LIEDHR %, A O 2 ISR 5.

2. SMS1HLVSMS2 DR E_EFHDOHENR

Frld, SM22%ke FRIEARE T A VA (HIV) O
IRU—=T 7 NN LRGSR RET A e %
Cell-Cell fusion assay Z IV TS L72Y. ZOMH O
MEET, [LFRUERI W TSMS2 L i T 55 Vs Y
BN 5 &, PRGN Z L I2SMS2 O iR & 55 FmhS
—HTAENY FEIAY Ty T4 v 7 THRILZ.
X512, fiEiL B X U'Blue-Native PAGED FE - X 1),
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RI4IZT) > (SM)
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I3k on ’WWVWY\OPO}CHzCHzN*(CHB)z
N\/V\A/M’\OH v\/\N\ANv\'rNH
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O
UbP- 4 )La—=x J LA )LS3F (GleCer)
OH H
Jav L eSIREakEER /\N\/\MM/\H%\ OH
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K1 SMAMEE L GleCar BMBRIT TV IERICBITIL T
I FRBoOERERTH D

AT 4TI Y (SM) ERERE, SAT77FY V2
VYO FRAFT) Y%t T I FICEBTALAEHET, SMEEE
BOYVT IV O =V EERT A SV ILET IR
(GlcCer) BEEZIZUDP-Z NV a— A ZHft5/RE L TE T 3
FIiZZ NV a— A& L GleCer # AT 5. GleCer & il B 3%
1E GIeT-1, UGCG, CGT, % L TGCS &\ ) WEFRDSH HHS, At
TIEGCSTHE—F 5. SMSLIF TNV IRD FF v ATV Il
SMS21E M T ¥ AT VAl LR, & L TGCSiE TN Ik
VA RATA TNINIERPMURICRET S EEZHNTY
BH, WIEME S 8 7 B O MR RIEEAWTH 5.

SMS2D A7 53 SMS1 bHIBNIZB W THREZRBAKELTE
BT AHIERbhol, T, SMEERHEDKE &
KON EE L7 I JBHEE, BXU, ZoHEzHS
PCTHIERHME LTUTFOERZIT- 727,

SMSI B X USSMS2D &Y A5 4 ViR %E ) VRIS
BRLIT I BRERERAZERL, SEZEHBKIC
BB EHHEBE ¥ AT A4 VREOLFREH & H T
Tz, FORE, SMSIFS0FHD T A5 4 VFRILZE R
fi (C508), SMS213343,348FH D Y A7 4 VRILA R
fk (C343S, C348S) 1ZBWT, ZNEFNOBFAR L LI L
THEEDH»RD L7722 e h s, TROEDOT I BITHRE
TR T ABEHT A LAVRIEE . N, CE
Ui DELIAPE D E A 5, SMS1 D Cys50 % & e N A Ui HHisk
Z L TSMS2 D Cys343, 348 & &t C KM aiIgIE, & dIcT
WIOKOHBBEMICEN L TWb I ENbhal. &5
12, SMERBERZON, CEMOEREL AL, =D
DR 28065 ¥ 37 E O FERERL % 6212 451 ]
HEHZMET 29065 87 BRER S 2 1T-72. 5
L, SMSI1 B X UFSMS2 K E T BAKIZ BV T NEK U &
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I L, NoRUGFHEEE & CoRUGFEE, Z L CCRMmMHEBE D L
ENFIEHET L2 Ebh o7z (K24, 2B).
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K2 SMAREEED KT RIKOMET

(A) 85 ¥ 787 % Venus D N KM (VN) $H 2 WIZCERImH (VC) % SMAREEE O NKIH 5\ i C Kl
MUZ2F AT % U7 % COS-THIMAIZHEH L, Venus ¥ v X7 EOFHEKEZ 70— 4 b A — ¥ — % W CpT
L7z, VN-SMSI1iZSMSI DN KHNZVNDBNIMLzF X T % V878, SMSI-VC X SMS1 ® CARM I VCAMHm L
REATEF ORI ERERT S, B)MBERAS B SMERBEEZEORE BAREFT V. 1~6, I~VIIZSM A
OB B Z R, NRW I &9 L, NR I & CRMHIE, Z L CCRMEME ) LA, ThFhik
B2 L RBHAATRT. (C) CEMZKIEL72SMSI, SMS21Z, ¥R (WT) L HRTHEZREDOEGH
A L7z, Blue-Native PAGE CIZ SMERIFHEHZED L 5 RIS VX7 E O 5w, 5 E~— 77— TIRIEMEISHE
TEHVWOT, ZBARZEKT SIS ¥ /37 Faquaporin-1 THIEL, £3 F& SMAKBEOBRAE, FE R
fhEFE L. (D) SMS13B X U°SMS2 ® C K RIBIKTIEWT & T IN KD RFTEEDRA L, /MK TORAE
DOEEHBIN L 72, SMS1 D C Kui/RKIEKIE, ZOREDSOSERZBH L TWE (KH) Z &Ez b5,
ESCHR3) AZELTHIH L.

L7z (K20).

1|

N, CE i 2 K48 L 72 SMS1% & 4k (SMS1-

L L7ZAh%5, SMS1 O NEMKIEAKITE
HERISMSI & FEEOREZRABE 2R L, SMSION
Kol Z R EZEAROBICHEG LW EATRE S iz,
F 72, RIELLOFERD S B FHERDOFERIMG LN L

ANG68, SMSI-AC22, SMS1-AN68C22) & C K% KIE L 72
SMS2 544k (SMS2-AC30) % COS-7HNLICHHI L, Blue-
Native PAGE #{To 72. T O#ER, C K% KIH L 72 SMSI1
BILOSMS2 IR EZEEOE G L, HEMAEH N

5, SMAWKEFZOKRE ZmABERIIECEREZ ML 72HM
HEHPEETH AL Z L bh ol
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3. SMS1H LU SMS2DFE_EFERIETILIHAD
BEICEETHD

SMS1IZ TV Ik, SMS21x TV ItkB X O ERIZ)E
T 57, SMAKEZO ZBIK), EZTEKT LD
&Rz I % brefeldin A THLBL L TV DK% /Mg
AN S, SMS1 B L ISMS2D T )V I AN Dk %
FELTHARERAROBBIEEDN eh o7z, I K
D, SMAWRERIZ/NNUA TR E REZEERT S Z L8
RIBENT BT, ¥ U2 E0F) TR
WRIEICEETHLZEBMONTWDLIDTY, SMAK
RO R E BRI ASHIENIBTE ISR BT 5 9 x i
7z. T T, COS-THINEIZ C A% KIE L 72 SMS1 4 H4%k
(SMS1-AC22) & SMS2ZFAk (SMS2-AC30) % ## 5B
Xk, WAL RART I IO L, I
RO =S —5 7B LILREET 2HEGHHmM L7z (1
2D). BLEREEWZ X I2SMSI O CRMRIBIRIE, ZFDRE
b organized smooth ER (OSER) %K L T35 Z &8
#z b7z, OSERII/MNERICRAET %4 v 737 BIZEHw
RO YN R NINT A L THISRE
%2 & 5Y, OSERIEMIZSMS1 O C KM RIAIC X 5/
JaRRFED R, & L TAE RO EED T 12 R
T5HIENREZ SN SMSIE L UNSMS2 D C K K
RIZB AR L AREOMEEEZR/FT 2220, CK
i RABR OB RAEDZEAIL 7 V787 DI AT + — )V
FA YT BDTIEIGVWI Ehbhrol. T2, /M
RICIRFET DS > 7827 L MBOAT5 (LPCAT3) O C KU
IZSMS1 B L UOSMS2D C R Z ML 72F 25 % »
NZBWNRICRELZEETHL I 05, SMAK
B3O CRIGHEIRITER export EF— 72 & 202 b %
ALz, DLEoKE LY, SMSIPB X U'SMS2 D C R
EALEFEZEBEROBEIESMEREBEZ O TV IEA~D
JRIECEETH LI VLN E o7,

L, Pekkinen 512 & 1) SMS2 28 A5 P HLER I + 5 4%
BEROFEREET & LCHE SN, Pk o33 lR
BT BT ORI 2 B L 3 2 F kg i m 5
TEWAE &\ ) BVIERZ R THEENS, —7 I/ BRiERO
162S F 72 1EMOAR 2 5| &2 & AT T A1 D SMS2 48 52
ZFE L7z 1628 T 7213 M64ARZE BAK D in vitro TD SMA
BRI ZWET A L, BARSMS2 & IR TRHARED
BRI L Tz, 518, ZRAZ R T2 8E
HR DML % “c-a ) » TRFIT NV 5 L fEwE
FH SR D REAHESEAIN & T SMA B EE S I L T v 7295,
M EARORERTIISMEICIZEEREL L, M7
NV T — VERDTPICHML T BREN S
&2, 1628 7213 MO4R 2 5245 % HeLa Ml 1S B 7Bl & &
bE, REORESHIHTH BTN IRRLIEBEI T[S

FINMBRIZRAE L7z, 281628 F 7213 M64R 28 BLAR A/
NARIZRAET 5 DI KA TH %A% (Pekkinen 513162 &
M64 25ER export EF— 7 DU FEMEZ/RIEZ L T 5), SMS2
REZEBEKOBMEEDIET Ol et b & o THEEA 2N
%. EHIZ, SMS2AVMNBRIZRIES 5 2 &%, REERKIE
B 2T X R TOH, FORGERTOMPILENS.

4. SMSI1 & GCS DA T OEAEDET

SM& A7 4 v IHEIRE X, HEBORETHHLET IR
WCHRART) VPO TN HETHILIL->TT
WIRTREESNS (K1), 400FE FIZ R SEME K%
PESERE R 2R T MBI D X 7 4 v THENRE O KR,
7 I FCp-Z VIA—ADBRE LT VI IVt TIF
(GlcCer) ZHAGHET L. IO GleCer &N b
LIEFIIBAE F TITGleCer B KEER (GCS) D 1FEL A
Do TRV, DF ), SMAEKEFK L GCSIZ TV Ik
BTS2 T I FRBOERRLVWZD. SMERT 4 ¥
THIRE DT D IRE~ A 70 B X 4 1322/ B X OB
BRI ENEZONTEBY T, IVIHRTES
I FASM 7213 GleCer D EH SIS N B 1%, IFH
A7 RAL VRN LZHIEE - NS FSFE R A
Ny MIgETrLiibh s,

MR X912, FEA 13 SM A RIS O & T kO fiffT
T, S N EFRREE T T I KinoiHE e
R, ZOMTBBECTRRZ TNV IWIIRET S L%
AHNTWAHSMSI & GCSOMEDLEE AT T4 73 b
O—b & LTHWASD, FRICRLTINVIRTELSY ~
N EOFEREABIEE S, SMSI & GCSITEHET L2 L
AR S N7z, Halter 513 % 7 &AL 72SMS1 & GCS %
REFRBT 5 HeLa M2 B\ CE T BEMEE CHAN S TE
FRNRZEZAH, oDy yRZFIE TN IIRTEEN
WIZRR 25040 2 IR T AR RET A 2 L 2 L
TWaY, LaLads, IVIKRTIRAET 5 SMS] &
GCS DIEFNI DWW TR L L v, £ T, SMSI &
GCSONT UMHERDOILICEE 27 I/ BEE, BX
O, ZOWREZULMPIZTAILEZHME LTUTOER
BT o727.

I OR S, GCSIESMS2 X 1) b SMS1 & HAIMEA
BWI b orz. F72, SMSIASMSI (RERAR)
L GCS (NTFuisiR) oLy SIZHEHAMEDSE VO E R
LTI L7722 25, SMS1 D GCS a3 % HAME X
SMSTZxt3 2Bk L Y b sEERER 272, LA L%
B, TIVIRIZ[ET BEES » /87 B TH 5 GOSRI X
SMSIRGCS Lk Lozl b2 E2 5L, BN
FIWARH 5 H SMS1 & GCSIANTa &R ZIEE TS 2 &
HIRIE ST,
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X3 SMSI-GCS T T HEAERD AT

(A)7ua—H A4 b A=F—% iy VR EFBRELD,
SMSIDON KU & GCSOCKMG A DITHET L L b o
72, (B) MR 2> & KL 72 SMS1 & GCS DT 1 8= KT F )
K. 1~6, I~ P E @ HE % /R 3. GCS D CA L, SMSI
DONEW (FERIE) B L OCKM (BEAE) & au Ik
DLW TEFET S, (C) FKBP-SMS1F X 5 ¥ sy B L
FRB-GCS ¥ X § ¥ ¥ /%7 & % SMS1-GCS RAFMMHBI FEH S &,
TNIA TV VIHET TATREAEREZ B SED L, SMAK
MEDSHII L 72, BUESCHk9) 2 E L ChIf L7

WA, #OLy o HENGE 2 HvC, SMSI & GCS
DT I KO EE Rz (R3A). ZOKE, SMSI-
GCSNT I HEAKIZB VT, SMS1IDNEKH & GCS D CH
Vi3 LT B Z EAb o . N, CRuE ORI % 5
N5 &, SMSIDN, CEIHE TN IR B W CHIKE 2B
M3 5755, GCSIENEIMATIL IRD IV — X VMl CKUS
DRSS 5 2 Eh5b» 0, 90ty 237 FRE
BORBREFIB Lol TROEORKHRELY, SMSID
N K & GCS O CRMHE TV VR oMBER T aREL, ~
FUOBEGREER TSI e b oz (K3B).

SMSI DN (4~68a.a) 12id, sterile alpha motif (SAM)
S AAEIES B, SAMBEBIZ & ¥ 78 7 BAHEAEH % A
THLEEZONTWS, HARARIZ, SMSIOKRET S TH
% SMSr (SMARIEHEIX R L, 9 I RERAFTY J —
T VEBEEE RO /NNIERICRIEET A YN H) b
NRICSAM B Z FH, R E - BEOIBEE L OHlR
WREICEETHLZ EBMOENTWSEY, L Lasds
5, FAxDEETIZ, SMSI1 D SAM fHI%Z KU L 72 SMS1-
AN68IZ & E B E B X IR AEICEILIZ % <,
SMS1 O SAM BB OREREIZ Do T d o7z, 2T,

SMS1 DN KX GCS LT 5 2 L5, SMSI D SAM
IR ASSMS1-GCSANT B HAERDIERICE G55 D0 %
I TH AR, FIRZEW Z L2, SMSI-ANGS (B4
HISMS1 & L L T GCS & @ BAEATHI50% KT L 72,
PLE XD, SMSIIZNKYGDSAMFHITASGCS & N7 T 4
BROEICEETH S Z EATRBE SN,

5. SMSI-GCSATOHREHIISMAEKZ EICHIET 2

WIZ, SMSI1 & GCSDNT B EERDIZE DS, SME K
25 2 BB R di~7z. WIETED SMSI, GCSIZ & % 5%
Z Wi 72912, CRISPR/Cas9 ¥ A 7 A % HI\» T HEK293T
MM X » SMS1-GCS ¥ 7V 7 v 7 7 b (DKO) #ilig%
fE# L 7z. FKBP (FK506-binding protein)-SMS1 ¥ % 5 ¥
v 7327 H £ FRB (FKBP-rapamycin binding protein)-GCS ¥
AT Ny E %S $ A SMS1-GCS DKO AN L,
I T VB TAT O A ROEREFETL L, T
INTA Y Y RIILE T, HC- AT T ) YERGHE T NV
12X 5 SMARGEEDR30% ML 72 (K30). 72, 7
Vet YO RLENTHLGSY VI —TD%
IF72SMS1 &£ GCSDF A5 % VX7 TYH, HERISMSI
X0 L SMAEBEEF M2 &5, SMSI-GCSH &
HIESM AR Z IEIZHIET 5 2 EAH LI o 7.

MEATERSN2ET I FIE, 53 %y vy
B O(CERT) I2& D) M5y 2TV IIEITNR, SMANE
B END Y. SMSI & GCSIZERAFMIC b T v ATV Il
THREAET A2 PhHET, LECERTOERET I F
IE GleCer EHACHWV HNFT SMAEK DI L D2 LFET
HbH. —oOHDFHE LT, MlLHNDSMSI FEBLEAGCS 7
HEIVIFLLZWZENEZOND., et DFEERT,
SMS1 & GCS @ [ IZ self-cleaving 2A X 7 F KRl % §fi A
L, EOSMS] & GCS AN TRIAZIES L, ©T 3
FIZSMER & D & GleCer 5ICE { flibz. Lo L%k
A5, EBEOWFLEIMIIL TIL GlcCer X D b SM DA
%L DI FPEbRBEILEEZEZLE, WEEL N
DGCSFHEHREIESMST X ) bPEZE A LW &3 PE R
5. 2F0, HMBNOSMSIEDNGCSELI D HFELLILW
7%, CERTAGER YT I FIISMERICEbLNLE D0 b
Lz,

“OHDH L LT, Ishibashi & Hirabayashi & (&5 DL
MSCERTDES LS I FOak% & 52 Twb P, CERT
X, BN TF VATV IHIIHAIT A VLS Y
= IWIRETHEHRAT 7 FINVA ) ¥ b—=va-1) Vg
(P4P) IHBRMICHETAIETI I Y ATV IHICE
I3 FRE%ET W, BRGNS 212, PP IR 54k
THAHUDP-Z VI —ADGCS~NDH Y AAZFHET
Z LT, GleCer M Z MM 2 T EVHLNIT R o 7.

AL 5591 %55 455 (2019)



527

CERT2SF 5 v ATNIHNESR Y S I FOIHIZIE PI4AP
PEEICFETAIEPZTHEN, O/ CERTDE
At T 3 FIEGleCer AHICI LN R VE V) FHTH S,
CERT & SMS1IEE I TV VIR THRRBAET 5 2 & »
519 SMS1IZPI4P S & 2 HUIRICRIEL TW B 2 L%
AbND. ZOHOYE, SMSIAGCS & AT afEkz
W3 %2 & T, PUPHEE ZHIFIZGCSE F T v 7T
LMD D, SMSI-GCSNT T AIRHPI4PIZ X 5
GleCer R OIPHIIZ, L OG- L T 2 22 (THRDSEE
7=nb.

ZOH®DHE LT, SMSI-GCSA~NT i &KIZL % &
I 3 P OTEEE NS 5. L L5, ¥ SMSI
L GCSHHAERERT 5 2 EAISMA K Z1EHET % D Hh
AHTHY, SHOBETH L. CERTHER LT I FD
SROMWNIZ, WAETED SMS1, GCS DRFLN T OB R:
ZL T, ZORELZIERISHIET L2LEND 5.

6. SMS2DATFOEEE

SMS21ESMS1 & B 7 ), TNV VRO A% 5 FIERIC
JRAET 5. HRAIZ, SMSI & SMS2 D JRAE D&\ % BlE
LTCWBERIII P ILOFETHY, SV I M A
WALDSSMS2 DIEEIEANDJFIEZEIETH D Z & % Tani H
APS2IZLTWE Y, SM2RBERTIRE~ 1 70§
AL VAT BN, MBEO Y 7T IAREICHE
by R HEMAEERT A LRGSR TV Y,
Mitsutake 5 1%, SMS2./ v 7 77 <7 A TIXERIIE%
BRLTH, WA~y 2 LKL T, W, > 21 >
hutk:, BRIFOWTNL GRS Z SN D% vz
L72%. ZOMHrBETSMS225, #NF 50Ky 8
PETHDLANTY -1, BIORDIEBEOR Y A IS
FTHEANNY Y % —ZHIRCD36/FAT L HHEAEH T 52 &
EHREIILTH LT L. Z LT, SMS2-CD36/FAT
7 BB A RIE CD36/FAT DFERE 2 IEICHIE L, TRIER DEL
AR ZARMET 2 Z & TRITFORICEADSLZ L 2H L
ML 7z,

& 51T, Kim & Hirabayashi & 1ZSMS2 3 X O GPRC5B
2w 7T v AOKREOFMA S, SMS2 & GPRC5B
OMEAERZHEW L, 79V I F YEBROREIZIE U T SMS2
& GPRCSBAINT U A RO 22T 5 Z & & 72
L7229 X512, GPRCSB & SMS22SHIHAEH 5 &, 1
VAL E Fyn il X ) SMS20 Y VEREAMEE X DL Z &
T, SMS2D 2 FF AbEMEL, ks L TSMS2 DM
MWIZBT B EEEICOENE I ENbhrolz. ZLT,
SMS2 DL FEALIZHBHNTO Y 7 YV 7)) L — V&% i
e, £ 20 YOERPHESNEZ EHL L7
INSH ORI, SMS2iEANTFuaREER TS & T,

JRE~A 278 AL Y ETOY T FIVEERY V7D
WAL ES MR I 52 L 2R LTV A,

7. B8HYIC

SMAKBZEOMEIX, &5 I F2AHL, SMEVT
INT) T —=VOERTH A EIFRLEVR Y. LA L
hs, PREMHMESZE LTRIET 22T 5T
SESFE LN M- LBAERENT S L TER LK
2 BT 2L VIR EBI I REND L A 1E%E
AWRDTnDE, A74 v ITREORHICHGTIHHED
==V ZEEAERT LD, Men27 4 v IRY
R OREICE L TEWE 2%  ORW 4 AT
B, SRIE, EELNLVO SMEKBEZOHE 28
L, SMAKEEOWREZ BT 2GR E S 5 IC#
HLTWETn,

HiEF

AR TR L7227 ER 1, ARG EER, It Hhilh
B (fE IR R AR AR, e dE R (e R4
FEAiR), AN wHERSE RV R2E3E4AER) & o L A8
THrIezill, WBIHILZHLETET. 2LT A&
e TN E L 725 5ORSA AT O MARUR A E Hd%
I #E#dR, 4 REEFRlET, £ LT, WO LIKIER L
TLZE BT () BHHOME LB IEH LT
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