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AOTEPCIE, MBS T 5 & X7 B B B R L ML BRI 1E R e R i A
IZOWT, #&EEwS, MlEwS, 7I I M Fday—, TartI s AR ED
7T 7a—FIZ LY A INCHITE LTS RRIS/NEE & TV R0 B 70 B g1 0 WA
BICBITFAL Ry 7 A, Wi A Y, BT A G NURIFE LT HiT- e % o0 g
o B IO\, B OFE AR R L TV 5.

B TR, FRRLAE SR KA L 2 FE 202, MEMRR (L&
Bz, WEWE (MEEER) , REMGK (Bh#0) , BHEE Bh#E) , BXE (e
nYxl NWE) , T = ANARE v T 34, R RFNA S 4, B
BifE 34, MFIERAE S A DR 1 9/ XY, FTER K OEBEIEE 21772 572, £ DFER,
INKRA~D 7V 2 FA @kl 2 5 INF1L OREERERERRYT, 7 7 4 A EFBMEEIC &
5 AN IREAA AR T ATPTA DA A Gk O fEa, S IR Ly o AR
> 7 SPCAla D HgH & 8T K D 1EVELEME O], ISR OBEDO IV T LT
kT AL ZOAFEFROMPAL & 2 ER L.

A. d\ﬂﬁﬁi/\a)’f)w F#A V%R 5 LMF1 & s

/R (BR) 1350 H XD T —IVT TIRRRICBIT AP AV T 4 RiES
%&K%%ﬁ%m%ﬁﬁ%%&bfwéfdﬁiﬁotvxw74%ﬁé@iﬁm%
BILARET H7-OIITE LI OMBE L LETH Y, /IMMUENDO LV Ky 7 ZEFE D
HEFFIZIMZETH D . I, /INElRE Y X7 ETH 5 Lipase maturation factor 1
(LMF1) 2%, fpE D6 ER WE~DIEIL e %/t L TER U Ry 7 AT U 2Dk
FRICB5 L, & 512 lipoprotein lipase 72 & D432 L 23 7 B D R & {3 5
AIREMES RIR STz, APPSR T, B2 5H LV Ry 7 AL TIZEBIT S INFL O7 T4 F
B BEREE (cryo—EM) #5354 2.5-3.7 A D MRRETIRE L7z, Z D%, IMFLIZL K
v I AGMIC Lo T RERBELNERST, LRy 7 AEZH AT A4 %t
Cys231-Cys237 35 KX O Cys288-Cys322 H3/IMEMHE TS K O E I AV CEEN T
&L, F4— - /vwv74}%dﬁﬁﬁwﬁ; LB CIZ NS ERH BN E o
72, 8512, LMF1 OFEEREMRNIIICIZFT Y BT 0 BEEL, ZOX% v ET 4 BNT L
S FA 2 (GSH) 72 & D/Ny Tk ORI & 70 2 FIREMED RIR STz, FEBE, GSH Gk
ZPAET S & LMF1 B RIFEHL A2 i@mii@%k%ﬁﬁ%&ﬁ@,mm%ﬁ%ﬁ
L7 a7 AU RY —LTBHE GSH I IAARTEMEZ R LT, L LR S, ZOF v
T 4 I3EEESICEELTRELY, TOADEYA N AT, g geft



ICALET D 2 & D3y Do 7. GSH 23 Z DFNEA~BIET 5 72 DI ITAAR I OB D3 FA 1R
THEEBEZLND. LU EORERIE, LMFL | iémmﬁkmﬁLﬁﬂ%%%ﬂ N R
EBIT, MEAEL Ry 7 AEFEMHERICBIT D IMFL OEEZR-T D ThH SH. AF5E
R A F &, Bt &R Ths.

B. 9544 BFEMBMICIDITILSHECIA R T ATPTA DIRAA L
) : ]

A A (Cu) 1E, EENOZFELARREEROMBER L LT, BERAH T kR
EHSTWD. 2D, (KNIZBIT 28O EFE MR XM CTEECTH LS. P A
ATPase D—FETd % ATPTAIL, /MM, ME, W& THRHRINICEDLS. & HIZ, ATPTA
X TN IRARESDHIA A > Ok, HIRANOH A 4 A REIZIS U TIN IR EE
BEOM 2 B8+ 25 2 LT, MDA 4 AT HHERFIC %59 5. ATPTA OFEREKIE
1%, BEPEOIRZINE D BERIEER R Z RS E 35 A 7 A (Menkes disease)
ZHIEE 2%, ATPTA OSLARKEE G A 771 = X L OFEMIZ AR CTh - 7o ARWF5E
TlX, 7 7A AEFBMBL (cryo-EM) ZHWT, BAERIE ~ ATPTA @O 2 DD R/ 5 H
%%m(ﬂ%ﬁ%i@&h)@%L%,%h%h&%&wAA@%@W?&ﬁﬁéz

(2T L7, ATPTA DB~ v 7128V T, P A ATPase |ZHHEAY R E @R K A A > &
=D A RN RAAL AT A, &EMEEG KA ALY (MBD) IZHY T2 2 DOEEE
(MBD5 & MBD6) 2MEid Sz, S HICERBANIZ L > TH XV HOMEE & 3Bl &L
ﬁhéﬁé ENTREN L, E1-ATP RRE D FRIG EE 1T 3. 3R & Tk L7, = DR, E1-ATP
WHRICIZ 3 DO R DAL T4 A—3 9 UNEEL, HFIZ MBDS % 7213 MBD6 735 B
%%4/@%4f/ﬁwﬁﬁ#~kﬁk_uﬁfé_o®%L#%%ﬂ&&ot ¥+
72 H, ATPTA 4y FPICIE MBD5 % 7213 MBD6 Z i L7= DDA 4 gk 8 N 1EAE
THZEWREENT. £, ATP OIUKGE L HA 7 2 OFFBEIC L O G2 b & 3%
HNZHENT LT & Z A, ATPTA DA R A A OB E 1%, /R D A V27 iR 7 (SERCA2D)
EIFRESEARD Z EVHA L7 ATPTA IR 220 A R Ul KA A v OB &1
E1-ATP fRAEIZ ISV T MBDS £ 721X MBD6 3B R A A NTHiA A R L <%= HE
TOIE LD B2, LEOMBIZHESE, Fald ATPTA 75 11381 4
ZERET DT TR A IRE T D IC B~ T2, BE, AR REE £ & Olim s
EREHRTTH 5.

C. INSHEAINLH LRI T SPCAla DEEREIRIZ &5 5E 1R F 1S
ML BRI BN T, /NS IV DRI S X 7 B DA E S PR A 1T
FTENT TR, IV T AL (Ca”) OEFEE L THHREL TV o, Hxidan



NRTNT T BIR T SPCAL D7 T A A BB E A R THIO TRIEL, £ D501
HEDFEMZ B 552 L7 (Chen et al., Sci. Adv. 2023) . & 5iT, fix D _fHidE
A AU fFE T Tl FHEK SPCAla @ ATPase EMEZMEFEANCHIE T H Z L2 L D, W™,
Co®, Ni*f#4E F CIX ATP iEME 2 MERF T 5 DIZ% L, Zn* 8 LT Cu* 28 SPCAla (Z%f L T
FRVBLES R Z R Z &2 R L7z, 20”1 & A ILERIZRMNT 2 Ca¥ DI EERFH
IFRE SN2 &0 n, I BEAMIER & LTERT 2 2 & hmani. —FT,
Cu*'IC X B IHE TR 22 Ca fF/E F CTHIFMHREIE N A T, Cu® 3 Ry 72 BHLE Al
ELTERTAZ E WMo 7.

T T, Il CuTIC L D B DIHE A I = XN E 5y THE L~V TR 5 729,
AMPPCP (ATP 71 ) 1F£ FTO In*#EEAE L O Cu* BB SPCAla D7 T A A
EIREIEMNT 21T o 7. ZORER, I IEEE@EEKIC IV T Ca® & [ UEALICRE AT
B OI% L, Cu®id SPCAla DFMIE KA A VKA T A Z LAURENTZ. & bICHE
RN LI, In"fEAaREBIZB W TIE, #5586 L7 AMPPCP @ v -V VEBE N HC Y U
bz 57 X 7 Weikts (Asp350) ORENTAIEICKRE L TRY, A In*l2 &
% ATPase & VERHE DAEE K ThH D Z L R ST,

AMFFERRIT, Zn® R Cu®r OIEREZEFEAY SPCAla DOEREZ 2\, MmN L
U LEFEEERILT AR EZ T O TH D, A, SPCAla OF§REA 412 B
T2 B E PR BSOAPIR B R RE O BRI A e i i A 232 2 L IR S D

D. AN WBBOEDHILIOLT FSRETODEEBNEBDOHEHR

ISR & TR D 72 BRI IR IR IE, M E LRI - R R B DS
DS & U THRET 272100 Tl <, MlaNICBIT 2 EER IV T A A F 2 (Ca™)
DRPEE & L THIN TV D, NIEICEREICRRTT S Ca¥id, # "7 BEONE
WG & BT 500 13 v o RO Rk 2R — I IR OTEEICEE T
BbH. BAIZIANIENED Ca™ REZ EMICEHIITE 28O Ca¥ 1 o —4—
“CEPIA-Golgi” MBAFE A HED T & 7o, BB E Db DA YLK T 2 IRBEMENE & &
RGBS B b, HATEME T TL IR RS2 R Lo £EK
LAV TR 2 W RE L T FIELRMESL L=, ZOFEICL Y, Mo RE S8
CEPTA-Golgi 2MHW# Y OBHUIIEEREHR TN D Z & ZEn oz BT, G/ VKE
W Z & DERGE N DI 72 Ca® JREE &I L.

ELICHBEKEIE L QEERK) , AEREL BREBKR) L oFEFRIZLY,
PNTEME D /INJAR 77 )V 3 w7 iR > 7 SERCA2 38 KL OV )V AR B )L 3 7 iR w7 SPCAL D
FE BT 21TV, BEREG T A 2 b I DIRARD Z R T A BT 5 2 LTk
DLz, EBILINGDRITNG, TIHINT T AR 7T O/MMaRERL LT vy
R LD 15 F L~ TOHAAZH LML, Mk E SVIEDOR D Ca* IR X v



v IR cis—Golgi 725 TGN IZT T SN OIRESMEZ FERHPATE L L &
LT, E£72, FNVIERO TN T DEFEPEDWEFEN 732 237 EIT 5 2 % 5%
FHE9 5 7=, SPCAl KRIBMIFLAZ FHVNZ 7 0 T A — MMENT 24TV CHHB K « IACHERD
L DIEFRFTE) , BONIEMZ R I OW TR R 2D 7=, Mk
NG AV DIRASD B 2 7R 7 R A~ D S B IRE At OFESHIC K » TR > Tz
HLOD, GP1 72 h—H2 /R0 TIEHE T SPCAL KRIBIKTFRY 72 TL IR DS b Dk
DOBIENBEES N, T SDERIE, IV IRIEED 71V 3 w7 S8 P E A 3
R T AN EE 2D THIEIORT L O Th o7, BUE, AFRMREEZZ LD
i L KRR T TH D.
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HighA A LHIA A AT KD AN VEIIL T KR T SPCAla DILERME. (KA X —

FEFR)
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