EMPEREDORELRZIVYN-EORERRG. MRRERAI7FIINIVOREREZSISERIT

IHEL AR OMRREIR 2 18Rk I DUV AE B [FIEFRC I D, RAT7F2I LYY (PtdSer) Y2RATrFINIH)—ILT

= (PtdEtn)(FHARBRROANZECRFZBL. RZAT7FZIT)> (PtdCho) P©RT4>IZTYU>(SM)EREDIMNECD I D,
FATH PtdSer & PtdEtn OIERIFRMEE, TUy/(-CEIFENDEESRN PtdSer 1> PtdEtn Z45R8(SHIFEIROIFENS

NEA—HEIBE (JUvT/KE5) SEBIETHI-#RFens (5EX) .

2Ywin—¥ RH520T5—1

HfanE
sl | | AT T N o
BER : JUyN-ELRI55T5-EDEE
ATP: ATP{R7ERY ATPIEtRTEHY TUy)C—E(&. PtdSer & PtdEtn %45 2HHRBEDIEE
HH: PtdSer, PtdEtn VU iRE 2 o
BREAR  SHEHLNE WA NSREATWTSS, —H. 95275t (4 PtdSer #4+
, . N E(CHI e THifRDIEZ SRR kS E 5,
W FRAIFFUIN Y, AT TITY
x RRIFFU A (PHdSen), KRTZFSITH/—LFE(PIIEN) G#EIl TE{E=] 91(6):743-752 (2019))

INETIC, IFReC %y - HLFARE=ORMAE—LUE. M) | IB2EEIE (R RRERERIK #%) 507)0-7
(FIHFLABHRRROHIREAE T )y/N—EELT ATP11A £ ATP11C ZEIFEL TV, SEl KREZEAE RILAZ/NERIO
TV -T(RFEREE. FMHEPES)EORBATICED, FOZELLERBE L IBRE(C. ATPLIA BILFONT
OEEMRZER(QB4E) 2Rk COREREZEHDIETIVNIR(G., HREELREREOIMEZRL. BEDKRREZ
B, QB4E ZE(F ATP11A 0% 1 RE@ERCAELTHD. ZEIVWIN—TEAROEE TR PtdCho 27y
TUlzo COXNZXLEFEMTI BIesD. DFEHNFSIIL— 2V %IToIECB(RRAF AibREE, FHhEREL
OHEEAZT). Q84E ZFE(CLD, PtdCho H* ATP11A ODUZEEBBAYA MAL)ICHEEIBIENBASHINIA I, 20
PtdCho ORERIUYEJICED. QB4E FIRMAB TIE, HIABIEIIED PtdCho HEA I —75. SM MBI BN
Dhofz. COUVBEBEDODTROZAL(E. MREOY A XP0IETE, LATO-LOEEHLE, g0 E2ZEbat i, S5(1C
MALDI A X-SOBEEDHTH(BIEXRT RINHEIR, A2 ESREBEIEOHBEATT). Q84E JyIA X IADIEAIC
BLTH. SM LN OFRERIENNR AN, ID5, PC ORERIVyTE SM DIENINYRRED—ik THDaIREMEN R
iz, L EOFER(G. MR VY-t ATP11A OEBERFERMEN U AEB OBV R MICEOTERFNICEET
HdIE. TOHEN' L MCEE B FE - IEEE 25| EHIILZRUTVS, S, FROKBEPERZEDOREDZ
WRCAZIZ D ENEIRFEN .



ATP11A Q84E mutant

1y MMMM I Phosphatidylcholine (PC)
’ { : y i i PC¢ SMT M Phosphatidylserine
U |/ LLLILLALLODANLIanL

Plasma

M.,
membrane L‘ ;

W Sphingomyelin (SM)

Patient carrying
Q84E mutation

AR DR
TN —CDRZERICED PtdCho A

HIRRACFSIREN, HfefRY>AEED
_> SGMS1 N .
Nucleus developmental and neurological *%ERD‘E\D')E?%%\ %EBE%’\"’@%%
i DERBREELEEL5Y,

Journal: Journal of Clinical Investigation (August 18, 2021 online)
Title: A sublethal ATP11A mutation associated with neurological deterioration causes aberrant
phosphatidylcholine flipping in plasma membranes.

Authors: Katsumori Segawa, Atsuo Kikuchi, -, and Shigekazu Nagata.

Link

https://www.jci.org/articles/view/148005



