GYUAVIVEKRT7FIILL4 /S —=IL (GPI) 7

> —E

BN EBDERE

AT #07

GPIT v h =Ry 7K

X, AW TRESR TS, GPIT v —

WD GPI-AP ([ZHE R ERK Y, FifH, A,

I. BU®IC

GPI7 v A —®% 2% (GPI-AP) &, #IVEAF Y
KIBIZT I FEALZZVIYNERAT T FINAL )Y
b= (GPD) 12X~ T, MREAEIIT V-3 Tw
MOy X7 HT, EBEWIIEKAFELTWS
(1) BRETHD GPIDEREHE, ZRHBTy ) —
WTIV)VBOT I ) EENLTHURF VRBIZT
FREAELTw AL, AP TREIN TS, GPI
T VA=, MMEETREZ 28ARBHTHY, b
5 U /MR L CTEA K S L7z GPI OHIERIEDS, &
VERF EWICGPIIN Y 7 FVRTF FEFFDF V%
JEMBED Y T FNVRTF FEEBRINLET, bV
ATIF—vay (73 FEERE) ICXoTHMENS.
oA AEYHTETH L (R2A)°. METTE
72 GPI-AP ORI’ KL, TR ET7 Y ¥ 7 RSO
%, GPI OREH S LI SO EE b 22D, &
WHEIRIC X o Tk 3 N, WA D GPI-AP & LT, #illa
KB SN2 (M2B). GPITHEAI SN ¥ )37 B
X, BEREABT v =IO EICE D, IRET 7 b
ORAE, WHHREZEBAREER, FELTT7TEDLVHIND

KBRS - Sy 7a 74 Tset v 4 —,
ZeFT (T565-0871 MKHTILHE 3-1)
Biochemistry of glycosylphosphatidylinositol
chored proteins

Taroh Kinoshita (WPI Immunology Frontier Research Center
and Research Institute for Microbial Diseases, Osaka Univer-
sity, 3-1 Yamada-oka, Suita, Osaka 5650871, Japan)

(GRYE

(GPI) an-

(GPI-AP) &, ZV Iy VKA T7F I VAL 7 ¥ b= (GPI) IZ
Lo THIRIEIC T v —SRTwb—FDE Y ¥ 32 T, ﬁﬁi%rﬁ<ﬁﬁtfw

GPI DMARFRELY ) — LT I V) VRN LTHIVERF T K
u,%%#bm&%%ﬁtfiﬁméﬂquﬁ
My ZFNRTF REFFOT VNI HFRENIN T VAT ITF—Ya ik TRmEh 5.

NEARTHE S M7 GPI-AP D RIERIAIZ, GPI D)
WHREREIZ X - Tt S h, AT D GPI-AP & L T,

B

AR, RIBREIC D W OB S 5.

< ]\'fldil:l:l L‘(b\%ﬁiﬁ

5 & RESHIR T OMEE AL X D20, 4
MlEREIZHEB I NG, AT, Wi

Tk, GPIYJWITEESRIC X MR 2> & O & v o 723k
WMLEEAEOWE 2> Twa, ATk, WilBwo
GPI-AP & D, R, Mk, EAH, KEICL-
TR BEE ERBICOVTHHT 5. GPI-AP DA
GPI VI E# %12 X % GPI-AP DML RE A 5 ORI L
T, ARiED 85 % 11 5 ITHEHIC X 2 5 2 A 0S8 S
NTVWBHOT, ZBRLTWAEEW,

2. WEELEIY) GPI-AP DIEFE

GPI CIBHli S N5 & V87 BORREIL, MK REEE,
SRR, BENT, MEA ey —RESFESET, T
2 REONEEY T FNRTF REDIVKRF T KD
GPIIN Y 7 F VR TF Fa b, Hi&miiddhmofs
BIEED SN2\, UniProt D7 — 7 X— 121, 2014 4
4 HBAE, & b @ GPLI-AP & LT 140 Fisi A B4 s hTw

GPIZ7Hh—BE NI E

IZ)—VFPEOUSE
@ <=
EEN)
A E INIYE>
® Q RRIFFOINAI Vb=
7 3
AR

1 WFLEIY GPI-AP O FEAKE &

HEALY: 4586 %555 %, pp. 626-636 (2014)
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A

AFv7d 1) @ @ @ ® ® O @ (@ [qo Jan (12

BIEF PIGA PIGL PIGW PIGM PIGV PIGN PIGB PIGO PIGG PIGK
PIGC PIGX PIGF  PIGF  GgpAA1
PIGH PIGS
PIGP PIGT
PIGQ PIGU %
PIGY =AY
DPM2 gt5fkigg DPM DPM  PE  DPM @

T LCoA

Papee \ A 5
= gamld it
e

R E
ubP-ll 7 EFIL

B

2597 (12) (13) (14) (15) (16) (17)

EEF PGAP1 PGAP5 TMED9 PGAP3 PGAP2
TMED2
TMED5
TMED10

W VTeFAOLIYSY @Ed TF/—AFIZUME Z mAEEE# DPM KUJ—LUY
BMY>J—2

N Zrass> & vronovea— 35 FHAMBEHH  pe KZTFFON
I&)—V7=
. FAELTUIL Eold it
@ <>/ ITYNTIER—L

X2 WHELEY GPI-AP DAEEK

(A) /MBRIZBIT S GPL T v —HiBREROEEGE (A7 Y 71056 11) &7 Y87 E~DfH
(AT v 712). B) & 237 EH~OfNEC, MMk TRI5GPIT7 Y A—D)ETY) 7 (A
T v 713, 14), /WA S TN IENO/NMaliE (A7 v 715), TVIRTRI S ETY
>7 (AT v 716, 17).

b, SNOHIEGPIT v H—RITHHI EDVFEFEL Y 8

JETHA. GPLAP # FillT 5705 4TI, BEESG 3. THILEIY GPI-AP DEE

B2 EOFURHEL0LH ), 5HE HITEREK

DOWMARAENS. 140HHED ) B, BEESHHER S O EFLEIY GPI-AP D JEAME 13

OIS, BERAS3 M, ZEMARAT 230, e KAt 26 fi ©AA-EtNP-6-Man-o1, 2-Man-a1, 6- (EtNP-2) -Man-a1, 4-
HY, Fof, HWEHEKRT2H8 4+ 5520047, GleN-al, 6-myoPI

7ur7—YHERT 1M, TV rErREENS. THbH (M1). xAT77FINVAL ¥ b= (PD) 12, a-

ZVa%3I v (GeN), 35T Do~/ —A (Man), T
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7 —=n7 3 B (EINP) 7%, JEICHA& L CTEHEE
L, GINIZHEGLTWA I FHD Man (I2HISHE LT
EINP 255 & L CTWwab, EFUKEO BN A, o L& IFiEh
D73 B (0AA) ODHINVKIFIERMT IV BICT
IFHALTWSY.

COREARREEIL, SHIMWEHIMFMEINEZ LTI,
T H—OWELHMEN D5 END. MHNTw Bl
D—oUZ, al, 2L TWD 3FEHD Man 1245 4 O Man
PHIEE LCTal, 2fETRMESNSHETHS. HFHD
ZOHIZ B1OMan DA B-F T 7 NI UM
LT aiiEThsb. ZOMBHIZ, SHITHTT F—AD
BL3MEA LTV A, XHICFNICY T VEBNRKAL
TREEAM SN TV DY,

GPI DHEGHE 77 DR S RESIE, Vv ad IV N-T
LFIUEEN TRV LT, LB OO CE—
OETH L. ARG THLRAT 7 FINAL I ¥ b —
VOO —D21%, WILEW GPI-AP Tl, F725E0H
1-7VEN2-TINMTYu—VEBITHY, YT INTY
Lo — VIV BR G THEZ EhHIFohs, ZO0HD
R, sn-1 DRSS L K Oy ERAIETH D 2 &
Wz, sn-2 MORRMERS BNMoX7T7) VBTH S
ZLTHB. EAGMOMEMETHERAT 7 F VA )
Vb=, VT VVEIT, sn-2 023 K DA R
FRHBSHWSNTWS., ZALDDDEWNIL, £&
OB TEZ RGOV EFT) V25 oTH725
Ehsd (K2A X579 75 K2B A7y 716 17).

4. TEILEY GPI-AP DAESHK

1) /NaEICH T B GPL 7 > H— R DL

GP1 7 v — ORIk, MR EToL R LD
ATy 7ORBEEGRIEICE > TEARENS (K2
A AR, FEARMIZIE, PLICSHERR AN IE LS
FMENLRIETH L. MAT, BEEEPCHREM S
WIEHI~O RO 7Y v 7 (RF7 v 73) by, /-
Y EFV) Y7 (A7 v 75) MEZE. 11 ATy T
I HLRODKILnE M) RO 17T #zTidru—=07
EN, BIENTWED, ATy 73E5IZ20TIEVE
ERIDAHTH 5.

27y 71 ANRAREOMBEM T, PIOA ) ¥ b=
@ 6 fLlZ UDP-N-7 & F )V 7 v a4 3 ~ (UDP-GIcNAc) A
5 GleNAc Y5 &1, GIeNAc-PI 34T 5. Z Ok
% 47 9 GPI-GlcNAc ¥z # B% % &, PIGA, PIGC, PIGH,
PIGP, PIGQ, PIGY, DPM2 W D-ton ¥ v /87 HOBi4
KT, HEEBRREE L QIR OBEMLBELZ LTV,
Z ® 9 % PIGA 7%, UDP-GlcNAc #5 AR %2 ## 5 glycosyl-
transferase family 4 \2J& 3 2 il 7 2= v b TH 5.
PIGQ i3, WA K=k o % b2 <. PIGC, PIGH,
PIGP, PIGY (ZZFNZNEHEIISICIZIZVHEDOT T2 =y
FNCTHBY, BANEHEIAETHS. DPM2 1E, GPI

WCEENZETXTO Man Ot 5RTHZ K a—n) v
B~y ) —AEERTAHIBEOY T1=y b THH5B".
DPM2 28 F e WA RIE, GPI-GleNAc #x BB F ih
V3G REIKTTADT, GPIAA/AKE K1) a—v
VUEER v = ABRICHBOREA S D D L EZ SNDBY.
PIGA, PIGC, PIGH, PIGP ®Z4/RIEMM TIix, MR
i O GPI-AP D FE B 5E /K4 L, PIGQ & PIGY D %4
RABMINE TIE#F T 5. DPM2 KIEMILTIX, Ky a—v
YU Y ) —ABRORBIZEY, BBROAT YT T L
TAEST L2 wo T, MK To GPI-AP OFEHlId 4
KT 5.

A7 v 7 2 GleNAc-PI ® GlecNAc 5328 N-JiL 7 & F v
txh, ZVa4 3 Y-Pl (GleN-P) 2SHEKT % SIS T,
CDATFy THMWEN TR 5. BT 2FIVLEEETH
HPIGLIC X o Tt S 52, EsiL72X 912, N-7
EFVLL TV RWZ VI 3 ¥ O GPLIZHE#Y
THh 5. PIGL D5EAKIEMNIETIE, GleNAc-PI 2% L,
MR O GPI-AP DR ERET 5.

AT v 7 3 GIeN-PL %S, /NafENERIA~7Y) v 7T 5.
TNy TDARZALNEIAHTHS. GleN-PLO T v 7
T F MBI D EIFEZITLL, )y TEENTS
BEIFET L ERDbNRS. LA L, GPIAESRKIEZLR
MBDOR 7 1) — =¥ FHARUEIAT DRI D 55
CDAT Y TOERMUSERIN 2N &, HEOD
MEEDEG LB o T b h, YERESHO4
FICWETHEEEZOND.

ATy T4 RN~ T 1) v 7 L7z GIeN-PI D 4
Y M= VER2HMIZT Y IVERMFM L, GleN-(acyl) PT %%
TELWY, 7y, FEELTVIFUET, Y
ZFUBELMBENS., 7T YNEEREETH B PIGW
ICEoT, TVNVCADDLT VIVENIER SIS, PIGW
RIBRIIATIZ, Z0HBOT Y ) — AMFINEREBDO X7 v
TIHITTH05, F U EANOIMIEES T, Mgk
D GPI-AP HIUIF W T 5.

A5 975 GleN-(acy) P D PLER 434S, ¥ T IV
o — VEIRBS, -7 NVFN2- TNV ku— L Hl%#F
Wk dh, 1-TIVFL2-7 VT )tu— L ile 7y
V7 eu— VOREMIZERT Y. ZOREY ET
VYT BDFMA S = XL LB B BIETRIAETH B
M, VT INTY) eua— VEIO BRI D BT sk
PH, Y tu—LEKEEURESSESRBANED S
RKInTHbEEZHNS. GleN-(acyD)PIDO Y T ¥ )V 7)
o — VS, HIHVIIKRRAT 7 F T VBES DS, 54K
MEE oMY L BT 2 KeAiEEE LThiFsh
5.

1-7VFE V7)o —VOREEX, RVEFTY—AT
e lFadRi 7 b)) VAL 2EBORISTEEK S
a7 NSO ERELEF YA == ANLRY —
P (CHO) MIfBTIX, GPL7 v —Hl% V8 iz ks
BEn, MREMOBHABETLEVD, §XTHEVT Y
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VW7 a— VRO GPLT v —%FoTw5h, 1-7 V¥
W2 T I N7) e a = VRIPERGICR D LAY
HEHRIIAHTHESY., XU FFTV—LTESHE SN
1 7VvFERr)ka ) YEBEEOTVFLVT VT
Vba—LaxEaT 5 VIRED, ZoOREYETFT) VS
ORGRIEEIC R D L2 55, RIS O LD &
X, RATZ77FINIY ) — VT I SR TH B HE
PAsdh 5.

A5y 76 ]RE) EFY ¥ 7 % %ZF 72 GleN-(acyl) PI
12, % 1ManH al, 445 & TH I L, Man-GleN- (acyl) PI
BHEET 5. ZORILEMIES S GPI~ ¥ ) — KR
F1 (GPI-MTD &, MRS Tdh % PIGM™™ L BEHRBLE
hE2 R EL S5 PIGXYOBERTH Y, MEGAILEI,
Fya—ny v~ /) —ATHA. PIGM iX, glycosyl-
transferase family 50 \2J& 3 %. PIGM, PIGX D 5e4x/K{H
facix, MK O GPI-AP 2352 &R L, MIEHIcix
GleN-(acyl) PI B3 & 5.

X577 % 1 Man |25 2 Man 2% al, 6 $5&CTHRINL,
Man-Man-GleN- (acy) PI 3£ K 3 5. GPI < ¥ J — Afnf
%O (GPI-MTID) T 5 PIGV Al L, 54Kk KV
a—W) Y~y ) —ATHABY. PIGV &, glycosyltrans-
ferase family 76 \ZJ& 3 4. PIGV KIEMNE i, MR FEmH
D GPI-AP 23524 K3HT 5. MIKEANIZIZ, Man-GleN-(acyl)
PlLEAT v 7 8ICHHTHARIGTLY /) — VT IV~
WA SR AN L 72 EANP-Man-GleN- (acyl) PI 28 &R 5.

AFYT 8 RKATFFINIY ) —NT IV, 6
1Man @ 2212, =% /=)L 7 I ) YEEFMIEE L TR
E 2, Man- (EINP) Man-GleN- (acyD) PI 28K 5. D
Ftid, GPIL¥ ) — )7 3I v VREREHE T (GPL-
ETI) T® 5 PIGN |2 & o TAlBE SN 5. PIGN DELKR
HMRE T, =% /=7 I VBB ERZ W
GPI-AP %8I L, BBL ANV HEFIETT55.

A7y 79 FYa—nv) ygEx v ) —Ab, #3
Man 2% al, 2 %% & CTH# B L, Man-Man-(E(NP)Man-GlcN-
(acy)PI AV 5. s, GPI~ ¥/ — AEBEEE
(GPI-MTII) T % PIGB Al 9~ %*. PIGB I, glyco-
syltransferase family 22 |83 4. PIGB 754 RIHMIE T,
ML Z 16 O GPI-AP 35242 /K#H L, Man- (EtNP) Man-GlcN-
(acy) PI "EFET 5.

ZAFyTI0: KAT7FINIY ) —NVTIUHh5H
B3Man D 6HLIZ, =¥ —NT I V) VAL,
EtNP-Man-Man- (EtNP) Man-GIcN- (acy DPI 2S£ § 5. &
DIY ) —=IVTIVY VR, ZR7HOANKF VR
WillkE A3 A DT, “bridging ethanolamine phosphate” & IFf
Eha. RUSIE, MY 722y b PIGO” L BEE A
Kz ZEfb 35 PIGFYOBEEARTH S GPI LY J —
73IV) BB ET (GPLETID 12X Ttsh
5. PIGO & PIGF D54 /K4AMINE Ti&, M2 D GPI-
AP 23R AEKIAT 5.

ZAFy TN KA T7FINIY ) —NVTIUH5H
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B2Man D 61LIC, =% /7 — VT IV YERFAMIML
GP1 7 ¥ 71 — Wi Bl 4K C & % EtNP-Man- (EtNP) Man- (EtNP)
Man-GleN- (acy) PI 255205 4. G iE, it 7 2= v
I D PIGG” & EHFB G R L et 2 & % PIGF OEEHRT
HBHGPILY ) —NT7 IV YEEwBEEETL (GPI-ETI)
2 & - Tt S N 5. PIGG 524 R IHM I T, ENP-
Man-Man- (EtNP) Man-GIcN- (acyl) PI 23&FE 5 % 2%, Mifa3R
i GPL-AP £ L NV OETIZFEO Shewv (WL, £%
RKT—%). BZOLL—ERBEFRoOHREAED 7 > —Hikk
HKELTHWOLNEZ EIZL .
—E8DGPLICIE, & Y X EH~OFMAETIS, 4D
Man 2585 3Man @ 2 (i ICHISEE LTS s, o,
GPI~ v/ — RAEEHFEN (GPI-MTIV) T& % PIGZ ¢
filt 15 5%, PIGZ1Z, PIGB & X < LT H Y, glycosyl-
transferase family 22 (ZJ® 3 5.

2) GPIDALNJEADMM (RFv 7 12)

GPI-AP DRiEME 7 >3 7 8%, 7 3 /7 KImlZ/hfk >
FFNVRTF KE, HVEKEFVERRICGPIAMY 75
RTF FefFoTwa., HAEYHRTOMETE L0
A%, H3EREREO GPLI-AP T, 7 3/ Kk 7+ v
AT F FOBKPEA LSS <, signal recognition particle
(SRP) FEARAFIIC, BIERIRIC/INRAE % T 5 L v )
FERDITRIN TV B, WY 7V R7F Fid, ik
K5 VX7 BAVNUENENR SR SN0 B YWkRE s h
5.

HIVRF TVEED GPIfIY 7 F VT F M2k, =
Yl U AR R VDS, WOOERKEFRED. 1) GPIT
YH=HIMT B ol o+2 ICHEONS T I
%, 2) BXZo-11h»5 o-11FTORH 10 5ERIEDOM
U720 v —#I8, 3) o+3fid505~10ERIEDH KM
FHI, FL T4 BRI 15~20% 0B KM EETH
5%,

7 YT ENOT v H =R, GPIfHIY 7R
TFRNEGPLT v h —HikkD, VIV ATITFT—V 3
VTEEMbLLZLIZEIDIThbNA. Thafllits 5 GPI
NS ¥ A7 3I¥—+IE PIGK, GPAAI, PIGS, PIGT,
PIGUDSH72=y POBEEGHEKTH S (X24)%%.
FUVATIT—=YavOHE1ERTE, YAT(4r7aT7
7T—¥7 73— CI3HIIRET % PIGK 7%, Hibkfks »
NIED ok o+ 10T I BEORTF R4 & )k
L, o7 I VBOHNVKF VI EMBEERMVDO Y 274 >~
BT, FAIATVREEEMN LI PR EZIEERT 5. 62
BBE T, GPAAL KA L7- GPIRIERAD KT ¥ /) —
VT IrDT7 3D, HHEOFF AT VEG & B
L, NIV ATITF—=Ya YU S5,

3) GPI-AP RiER{AH 5 KAEIADBEZTL
GPL 7 ~ 5 — M & L7z GPI-AP Rk IZ, /MRl
TOO)EF) V7 (K2B A5 v 713, 14) #%\)7:
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%, COPI Hii/MIZ X b IV IR~ BE S, S5I20E
WiEY €59 ¥ 7 (AF v 716, 17) &%\ 726k, Bk
B GPI-AP & L CHIlaRE~FBL I 5.

ATy T13: 7 VRTEANDGPLT ¥ h— kI &%
WK Z B FUSIE, BT Y VEEFETH B PGAPLIC K - T
Thbhs A ) P=VEPLOT I NVEDKRETH ST,
SO 5w &, /IMEMAIZ GPI-AP i BRAR D E
ME LI, NIED» S OWEEEEE 3 570 1 FEEIIKT
5. ZhE, COPI ik /Mg~ GPI-AP % JL Y A & F A A
ZERTH B p24y2 BERNOREEIRI 52V DTH
BY ATV P =NVIZTIYNEIEE LT [3KRE]
D GPI-AP X, BE O RN LBAMZHRIKE L %
W bulk KRB EIRIEN D A A = XA THIRE/NBIZE Y A
N, REETIVIENREINLEDDOLEEZONS. 3
KED GPI-AP X, TNVIRTORPGHB) €T v 7&%
I E FAEEICHET 5.

AR CRI 257 VB, RiEkcizies s
3, 3AL D GPI-AP SEWICHEH T Y. Zhix, B
B A AE S 2 AR IMER R T Tl 3 RO MRISHIC X - T
GPL-AP N X W REICT Y h—3NDB720DTHh D LIEES
ns.

47y b=V 2hiz T VR FED GPLIE, MEH
o PUFERIA AR 78—+ C (PI-PLC) 2Ptk TH
LHIERMOLNTWAY, Zhix, 41 /Y b—D2{iD
b Fa ¥ U8, PLPLCIC X A YW S ICfib b 720
THY, YIWERLLE, FA 20y 24 b= Ve
W) KBRS AL ERE, ARIMERS PGAPL K 3EM
M D GPI-AP 13, PI-PLC (2 & AW HBMETH 5.

27y T 14:GPIT v B —fFMEIC/NREIKTEZ 2 D
I —=DODOFIGIE, FE2Man SO )=V T IV
B OKRETH L. oM, & X2 EAoN o
EHIZ PIGG & PIGF O#GHEERICL D fHmEh s DT,
—BYEICHEET AP TH L. ZOMUBHOBRIEDIR 5 7%
W&, GPI-AP i3t /MEdTE S 585 Th 5 /hMafk it
CEBALIC AR S 9, Mk S D%EN 35D 10056 4
SOl BEOHEICETT S, 2o, U UViEY T
75 —¥TdH5HPGAPS I & » THlE X 1L 5™, PGAP5
&, NRAR, BRIV D R T Y ov— X U b
(ERGIC), TV IRIZHAT LT 525, /Nahcid s
MAZJHAE LT b, PGAPS IZ & B HISHEREAVEZ & 7w
&, GPI-AP IZE A ZBHERANRHETE WY,

27Ty 715 ZOoD ) EF) ¥ 7 G % %\ 72 GPI-AP
&, COPII Bt /Malcah= L CMARTENS. GPI-AP I3,
A EMNICEE L TB 59 COPIL I — OGR4 & H
BHEEHTE VDT, Bk/NMa~OMABARIIIHRE A
W ZHRELE LT 5. GPLI-AP DR AN Z 5K,
p24 77 3 = YT EO~NTUF ) I —HEKTH
5. p24773IN—F YN HIEZ, WMoY T 773 —
2o, MMAETRES T 773 —0—D2FTonEs
LizA7at) I —HEEKEZERT %Y. MoD%7

T773IV=DI)byHTT77 I —IEHDD A Y N=78
HY, ZTDHHDp24y2 & & T p2402/p24B1/p24y2/p2481
BEA (TMEDY/2/5/10 & 1K) 25, GPI-AP O FE A%
KR TH 5. p24y2 (TMEDS) »° GPI-AP O 4 B 1945 412
VEET, NEMO o N1 v 7 25T GPL & MHEAEH
%. p24 % V87 B 1E COPII 2 — b ONIBH G TH b Sec
24 L OREEERAL &2 ML RIS FE > TV T, WEEM R X A
v THiA L7z GPI-AP % ik /N IZ i3 51,

25y 716 - MRS S ERGIC, & LTIV IR~
% E N7z GPLI-AP %, p2d HEMRLHHEREL, S IR
BYETY) Y7 ERZTA. MUETHEERINY V3T E
WAEME N5 GPL T v h — kR RIL, PIOD sn-2 fi24 L
AV TIXRVEE FadRr sy vign EoRgml
Palife %+ 5->CHB Y, IRES 7 b oBHELEY. IR
BYETY Y IOETERICBWT, sn-2 DA Rl
JEERIE, TNV VKIS 82 B Tdh B PGAP3 I L - T
L, VYBMOBERICE LY. HEORREETV
FRHHENTV RV, TAHIY LTI ¥y—YELad
CREST 77 IV —IZBLTWwWAZ &5, PGAP3 IX GPI
BRI ZRARINA—L A2HKTHL L L NG,
ATy 1T INVIKRTOIRIERY EFY ¥ 7 D% 2
BB, ) VIR Z T T YEBEONITH B,
DB, TVIKIES V82 B TH B PGAP2 % B
&9 59, PGAP2 X, BRI 7 VI REEE & A A M
BRI, BEHAEA»E)PRAEHTH L. sn-2 fLOR
SRR 2SRRI CH L AT 7 ) VERICANED S
Z X2k 5T, K& D GPI-AP 12 2 RO SR NRILE %+
DI LIZRY, RET 7 PNOBMMEE BN T 5. PGAP
3 OKRIEHINETIE, sn-2 MCA BRI % F5 - 72 F $ T GPI-
AP DSHIIE R IC T 5. D X 9 7% GPL-AP &, deter-
gent-resistant membrane (DRM) 4 IZ B S 2w &
o, MEI 7 POREFMETLTWBR LEEZ LN
59,

5. GPI7 H—BHE KR

1) GP17>h—RiBiE

GPI7 VI —NEY CRERET S Pigan / v 7T 7 b
<A, BEDOIHFTIIEIICREZ DT, &8
TOGPIEEKRBIZE O e FORBRAELLEVWEE
Zbh, EFBRWZIhTwRw, BEBEICE ST,
PEHRELTGPIT Y I —RIBEICZ5%5E51X28) 5 5.
—DIL, BRI TE 728, HFMZERERICE DT
ORI TRIBPERZ 565 THH. o HIE, A
MICBIFBERERICE T, BEBEEZONLEED
GPIT7 v A —ODWGETHEZALETHS. GPIT ¥
h—RBPFEE LTI, WIEOHITH 2 HEMARANES O
CURIERZ T PELMONTE . REICOWTIE, 1993
AT PIGA AR T O3S ML B1F 2 AT 22 5828 S At
FHATH B EDbho/2®. BBOHNL, 2006 4FI2HE
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EN72 PIGM BAZTERIZ X BEAF RN TH Y, K
4 GPI KIBJE (inherited GPI deficiency : IGD) & 4T
W39 2010 4EDRE, EL LTETZ YV —AMITICLD,
GPI BB (R T O RRERIZ L Bl KR A LR ST
nyL

2) REHEEANTIOECRE
i W%

SAEME B ANEZ B VRIE (paroxysmal nocturnal he-
moglobinuria : PNH) (X#EE MO MEHEE T, HOHMKIC
X B, e, FHMAED 3 EMTH LY. FERER
DMCFIEL, 10 A2 1T ADS 2 AREOHETH
L. TRTOMBHNLEES, GPIT ¥ A —® & VR HHh
SEAVKRIAL7: (A PNH ILER), &5 Wi, FEWICET
L7 (D% PNH MER) 27— ook & 24 5 A H
B35, BEMBIZMEGRZICHIIL, o ARIET
5L 104ELLE, 254ER 5 304E LM T 22 LbH S
M &9, BELEEMEENEHE Y O — Y OB &K
WD CEBTH .

PNH 2B} 5 GPI 7 ¥ /1 —O/KRIBIZ, X etofhitfsT
Td 5 PIGA DBFMNZERERIZ L > TR Y. BUHT
X EOER IRV &L, XEETII2AD
IBH IR ENT VL Z LIZLY, PIGAIC—D2D
KRB EAGE Z 52 L I2 X 5 TGPL T v o — KR
MRS T & 5%, PIGA ZREMBEME 2 v — 1,
FRHPTIEF 7o — 28R L TIRL, K4 IZ GPI
T v —RIOKE R REMER 2 T 5.

i) 3FEHMDOAS =X L

PNH O b B 2 fEIRIE, HOMRIC X 2B TH 5.
MR, HOWROER» S BS 2 #5701, Hix
OFAHEAEF 2B L T 5, RIMEKIZ, GPLT ¥ 75—
R OGN T-TH A CD55 & CD5I (12 & » THR#ES
TWwA. CD55 i, decay-accelerating factor (DAF) & I:iE
N, BOMRRE I COmBMRIERINTLE-72L
&, MBE S OB RAET 5 2 21T X D R AT RS
5. CD59 &, HCMIMEE Bz, JERE S Ak C5b-9
DOHATH 5 Cob-8 DK S N7z & &, C8F A
LCTCODREEEMET LI LICXD, BEEEEREAKD
SEHCE B 5. PNH O RERIERIE, WHKF %2 K\ L
TWwb7z0, MR THAROEEIL L 2 < Bk
MHEEBREEZHI#T L2 TERVDOT, Mk
PERNZIERICE . EGER I » TIMAE N TR DTG PEAL
MR o728 &, BEMIIE—FIELL, HmsrEs %
B, F7z, WIROE 2 BB HERKL XV o LE LT
WAz, MENEIGDTHT ORI 5. HER
BHICIE, ZOLRUDTLET 2720, BREICAEI B Y
VIRBE LS ALNS.

M, FFERSEEEIR, MIRICEZ 22 E20%<,
PNH D E7/25KHD—DTH B, AH=XLOHMIE
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oV, MENEMLZPiIET 2 B THEH ST
WBHLCSE/ 7 u—F VIiKEFEO T 7 ) X< T
oT, MBEOIEDIHFSNL Z 25, REHllRm
TR % C5 OWEMALAMARTEBACE S L Tw5b 2 & 25
MEIZ e 572, Chall X A IM/IMK, MMM &g
1t, F 7213 BEREEEME AR C5b-9 12 & 2 s i - 4815,
HAH I Cha b Cob-IMED G-I X » T KICE
HIENPEESINS.

AL, Zu— U WERETH S PNH OB RIS
MboTwabEzbNs. Thbb, —D0 PIGA ER
FEMEERE K & IR L CRHET A BROLEERTH
LEEbs. FHASE, FREOBHANRERMICS
V% LR, M 2 HOREIC KD, i
WP T LICL->TREZ S, DL E, GPIT ¥
H =Ry oy BRI LS, BERS) Vo8
BROEHICIPMETH A 2 LI WERAE L, 1IE% Ol
WAL RT 2 2505, EIEOERE L
T, WX OPDRLDLAHDZALHDEBEN, TRENRE
BT s ERERESHE SN TS, —D2i3, GPIT v —
By VBT YRR EORIMZEERO) 7 F
Thh (2 2IETY 2Nk EoCcD2 & ERH Lo
GP1 7~ » —#1 CD58 DA A& H), GPIRIBMIZIE TV
OSBRI Y NV B2 DB B X
ZANTH LY. ZoHIE, MEEEEY v ERoEEL
ZHRIKTH B NKG2ZD D GPL T » A —H1) %> F (ULBP
1-3) BRETHZ LX), BESNLEVWADI=ZALT
H5H?Y. =ZDOHIX, HERETH S GPIACDI TR &
N, Fhz B 0 NKT MR 2572858 U CHlia & % e
23 EE, GPIRBEMREIIHESINEVE W) AH =X A
THEY., EOANZALY, EHOENL SVWOHEAET
ERIZE W TWENL, SBROBETH 5.

COHCHIEIZLBEBIRA DI ZALTION FEED A
FCHRARE S B LML L PNH % 564 L
9%, LaL, £ OPNHER T, 50% LAk, 51
90% U EDEERTHLDT, BIRDK, X 5IAKMIKE
BRI o T REMEE Y 2 W58 2 45 L7 PNH 7
7u—YPRTE, ZNHRE IR LU THRIEFERT S &
EZLNBY.

iii) PNH D% Fi#fnd

FRD X DI PIGA 1 X B R BIZ T2 OT, 1w b
ORMLZe k2 BT, MRIE GPI A AR ZE 29 . KM
NZRAERIIPNE R D ONIFEAET, EHTLIZR LS
TWATY I N2/ 20 OERONRIE, 35D
I D 1IEHERET, ZORETVL—2T T IHILVIEART
FTAARFEERT. 9 3501251 WIBEWRT, Fr&
VABR, AT T4 AR, BRBEEI AL AERE K
T.BOYDO3IFTDO1IDIEFEALE, LHEEHA, DEIEK
DOREEDHBVIITFA, COMAEDLET, ZLDOEET
L—=2Av7 bakKT. TLKAEBIT, BETORBTD S
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WIZERORIDPMOEN TS, BRIZ, HFTr7V Y, R
T4 ZEMANIEL B S 1 E-THY, WiERERY ARy
MI 7w,

20% FEDREBT, ZonLMNODRLLEREFFD
ya— Y OFEEPFEH IR TS, Z0HL, —DoDy
O—UAERELTRECIERLTEBY, EEhsk”
D=2l EFoTVARIENIFTEAETHSL. ZDZ L
13, GPIZZEEXKEIZ u— M THIKRTHHEITEVDTDH
LI ERRLTEBY, 27a—roiiksd, HOREICLS
BIRIZTF TR, EOLBMBERDOELRDIZE - TH
TR SER T 2 A A2 AAEEE LTV A,

IS D PIGA FHIBAZERZERIL, FMITEZ > T b
DOTRZL, BEANIDERITEZ > TWwBHEEZ LR
5. EEANOKMIMEGFHERE GP1 T v =B ¥ 37 B
W BEOEPUA TR L, 7Ta—H% A P X P —%4T)
&, 100 T3S 20 JEFERE DU ERAY GPT RIBMHIIE T 5.
INBERENVY—F—THDENI T 5L, PNHTALN
72 L[RRD PIGA DRMIRRE RS H o059, fFHhERTHR
ONBLERIL, BHrABICLFE L0, 20
BHETE DD, Bl Cld % <Akl TiRZ - T
WaH5LWw. LAL, SO LiZBESH EEANOBHK
I2) PIGA CERZFOMBEAHFELEL TVETHAH Z
E, FLT, 7u—voilREdb26T A H XA H
U, 12 S EE oM Z 5 AT Z R BRI
W TRV EZRIBLTWAS.

GPI7 ¥ — A E 7 87 BANOA N LB 7% 20
BRI, ZOENDPKRIBLTHGPIT v A -8 %~
NRIZEPEEEN RO T, REMBEATEXS. Lirb
2, PIGA OZEF72T 25 GPI RO FE K@ T & LTHIS
NTE FhL, PIGA DA OFR Y 37X THvHE Geta il
BT THAHI LI TVAD. FiREiETORAL,
TODTUVVOWMGITHEREL TWADT, oMMz
BPELOLRWE, GPIRBEMMIZZE S 2w, 228N ]
MBI E R 2RI XHLOTEVO T, PNHOKRKIZR
LT EBBWEEZONS. FHWICIZ, —FTOT LS
RIS L > THBEMTER L T 2EE, Bikodbs T
VVAMEHITAZE A X o THRIET UL, PIGA R L [k
GPI KM L 7 5. GPL b5 ¥ AT 3 ¥ — B DUIHEES
THAHPIGT DS, ZDE)BRAHI=XLTERL, PNH %
FHE L7 e R S e, &%, 1 3Hh O F Yeta il
fZFHEK O PNH 2358 R SN B FeH2H 5.

iv) PNH Ok

PIGA AR T ICHRRE R ER I 572 L &, GPIT ¥
=Ry ORI EDORBIEDEIHIILTREZL2DTHA
9% PIGA X, GPIEBGHOE I AT v T2 o0nsE5
GPIN-TEF IV Z NV aH I VIEBBZOMBER S TH 5
DT, FTOWREELRIZL>TN-TEF VTNV IY I ViR
BRI 5WOT, GPIAEGKFBEARITIER ST, &
AT 7 FINVA )Y b —=NVEEDEFETTHSH. CDEHR

CD59 % & GPL 7 > —H1 % 8 7 B OHiERE 7 > 8 7 8
BHIRENTWE I EARENTED, BZ 5 NN
PERICBATL CTWBTHAI. L L, GPILHEWIEED
A AR ASEAE L2 v PNH MR TIE, GPL b5 ¥ &
TIF—BIZL D CREY ZF VR OYR AR S 5 7%
V. FO%k, RTERAIZER A HIB R & 2T B DT

MIFB RO GPLT v =R & VX7 BIBPRIBT 5.
HiERIR s X7 BOSRIE, B2 5 /MRS H (ER
associated degradation : ERAD) 2 X %57, Z OO M
WEH S TR W,

PNH OB EHMIATIX, —oOREKNMEKET- 722,
HHERTAVAI )RR T 75 —F, §-X7VLFF¥—F
(CD72), CDI6b, RKRILEKT F V) YT AT T —F,
CD58, H.ER® uPA %1k (CD87), CD24, V) ¥ 3%k CD
8% %, FEIIEDIFEERGPIT v A=Wy VX7
HORBARENTWS, L L, BERERE LT,
PRI TR IR 2D VA I & AR ATHTTE IS Y T 5

3) %Xt GPI RIS (IGD)

) OB

GPL 7 ¥/ —HEEBREHD 27T #IZTDI L, BEET
212 BIRFOERERIESHE SN TS, ZRT 5
BIZFIZE T, TBETEDORRBIETOREICL 5
T, AEEE, CTADA, ETVRE, FERRIETSE A
FEAREIR 2 s, FRREH, TRRES ANE
I, MBS WLV ARZ MVORBKERZ RS, B
DBEEOHIZ, ORI B I —EDIEBIDS, GP1 T
YH—RIPETH D Z DD 072 DN O0H b,
hyperphosphatasia mental retardation syndrome/Mabry synd-
rome & CHIME syndrome ® K & 75, West syndrome & Oh-
tahara syndrome @ — ¥ D REBFI A3 GPI RIBIETH 5 Z & A
IRENT VB2

PSR A O TIX, N-ZUAH Y, 0-FVAh Y, TV
IHITY A U ESFE S RPEHORIBAE % congeni-
tal deficiencies of glycosylation (CDG) & L CT##E L, &
K15 F 4 % -CDG O Hij IZ ALG3-CDG @ & 9 I221F, &
RIS 2 2 TN TB Y, GPIRIEED CDG
D17 NV—7% L TH#W, PIGM-CDG &\ 7oKL A H
WHNIED TV EY,

i) GPI RIHDHEALS

BRT BB TVPESERERO L& ZITET 50T,
GPI7 v H =Ry YRy BHITRIZRENRLE - TL 5.
K& iE, OGPIOERBICLELRBIZT, @GPl M
VAT IV =BG DOBEET, @F 7 BANOMINk
DGPLY)ETY Y7 BIETFOERIIGITONS.
OGPI DA LERBIRTOLER 5 GPIER
LT OBIKTASEZ B &, 7 VX7 B~ PIMTE
GPI1 D& VSR T 572, MLZ M T D GPI-AP D FEBLAs
KTF35. MBEBNIZE BEXT v 7TOER O GPIHH
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EHREET L. &5 V7 Bk, o GP1fHm
FFIVEFIOBEIZE T, GPI NS VAT I F—EDH
B LTOBEELEDHDHDT, GPLOBRIWDTH L ¥ s
BB THSCRDEEZONL. 8Oy VS HIZE
GPI #ZIJ NI L, BB TER LR T V. EflE L
T, I & PNHRIMEBRIE PIGA TGO FRTAL T & % 75,
CD59 DFBUK T APHE T, CD55 3T 5.
GPI2MIME N hr oz &, wilkAy V37 HIX, =
ODEMmERELEEZONS. —DI, ERAD X 545
BT, b9 —2F, GPILF I VAT IF—FIlEoTCK
Wi Y 7 FVEHI OGN & 2T, WEtES X Bk o T
DHMBENNDFWTH 5. BHEOBEVPEVE X2, T
WHNEKRAT 75 —EDOGWHMBHEEZEIILRY, BT NVAYER
A7 7y —YEE 2T Y. EEEREOBRBOBIET
PRIBLEBEIZET VA YRR T 7 7 —F¥IIED L &
LEMNHE. BELL, St db—D3 v /) —A%H
DGPIH AL E, GPI N T VAT IF—ED V7 F
WRTF FUWEESRRZELZ2OTIE R EEZON
B,

AL F TIZ, PIGA®™™™ PIGQ™, PIGL™, PIGW",
PIGM*¥, PIGV*™ PIGN®™™ PIGO*“ M2 X % IDG
PHESN TS,

@GPI N T VAT IV —EORGOBIETFOER &
RIZEDVGPI NS VAT IF—EBOWHUENFKTT 5 L&,
GPI DAEABIZIEF I/TObNTWBIZHMbH ST, GPI %
ZUWN R CEERIR Y VX E B TE L. ZD72D, GPI
Ty h =Ry o B OMBMERIEIAMET T 5. AMafk
TGPI DM Nieh o 2RI BRIR 5 82 B, A VK
FYURWMY ZFVEINDBGPL b S VAT I F— X THIW
SNTRIFLAFT /M RICEETH20, 2otk (BZ
5 < ERADIZ L - C) RS, MRA~NDOTHEME:S ~
7B L L TORMWIIET 5%\, PIGT ZROIEFTIZ,
MFEPOT VAR AT7 75 —XBITHLTIE, #HEAL
NI LEAEE LY, KT VA )RR T 7 ¥ —PIiE
EETDHM.

@GPLY EFTY Y IO - &7 X7 EHA~D GPL N
#OGPIY ETY Y I OEEIX, EORIBPKRET S0
12X 5T GPI-AP ~DEEEN R 2 DT, FHNIIHRRS.

PGAPl DBE : ¥ VSTV ENGPIT v —MfHmaEn
B, MAEKEESY V87 B TH B PGAPL IZ& - T,
A7 M= VERPOT YIVEBEREREINE. ZORT VIV
KIGASHEZ B2 wv&, GPI-AP X [3AE] o F Tk
MIZHH I NS, PGAPl NEEIWCKRBLAELETY, M
N D GPI-AP L N)VIZIE, 3L A EEEEIZW. Ly
L, /MRS TN DR~ Osk# X 3 50 1 FBEIK
TLTBY, /IMEAETIEZ GPIAP OBREDEHRIEZ 5.
[3AR] @ GPI-AP I3, /NEKOEAMZHERTH 5 p24
02/p24B1/p24y2/p2481 (TMED9/2/5/10) &K EREA T
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ERVWDT, BZHLZD0IIRIE X  Hik/Na~H Y
AENBWZ LT, MRS OfEBIEZ KT EEZ S
Na. F7, A7V =R T VIR Tnwiwne, I
VIERTORER) TFY v 7R 59, PLO sn-2 i
WCARBIFIIR e # 5> 72 F $124 5. PGAP1 24 /RED
IRRZDVPRWEZENTEY, W2 NTAmkEEs Efs
T5Y. BELREMEOT v h— %ol LT, Mk
faDZE - BREEICEENTLLEZONS.

PGAP2 DRE : IV IKRDIEY ¥ 3 B TdH % PGAP2
X, GPI-AP D JEIiEE Y €57 ¥ 7O % 2 s 2@ <.
PGAP2 SR T B &, HE1INEOMRETE LY ik
RiZ, A7 7Y VBTSN v, ) VKD GPI-AP
&, o F FHaREAR% SN, S SIHIas S
N5, 2070, MBERD GPI-AP D LX)V, EWHO
%25 10% BEICKRE KT T 5. H3E LE» S BT
L7z GPI-AP 1, dIERY VTR LRLSKEBEETHY, &
AF Y= D TYW SNz, $4hbbA /¥ b=
Ve VEBEOMTYR S NEEICRs TS, 202k
&, UV GPI-AP % Ml fa it - CYIWF 3 % GPI-PLD 2347 7E
L, YIWFRIZKEN:D GPI-AP 255#E§ % 2 & Z/RIBL T
Wa, AL, MARRE] TH5Y VKD GPLI-AP 2 &
T, EEERIC GPI-PLD THINT S - w itk bk %

PGAP2 DZERIZ X - T GPI-AP BB T 2R T 4 K% 4
ANDFEFIHRRNZENRTVSE, BT NVAVRAT 77—
MAEWZINZ, ST OMRSIIS UT, MWEEZTICE
EEDHEND, W O0DOHE, TANA, HiEkEL
9 Mabry SEMERE F TIRIAWERIERZ 29 5%9.

PGAP3DEE : IV IR Y /37 E T % PGAP3
1%, GPL-AP OIEIEY) €7 Y 7 OHE IR TH S PID
sn-2 L S O A FIFI NI BR 23 12 < GPIAF YK R &k
YNR—=FYA2THDHEEDND. PGAPIHRIET % &,
GPL-AP B €57 ¥ 7 & 233, 2o FHR
FHARBBEINS., sn2fI27 59 F FUVBEOAMIE
itk % #5572 % £ @ GPI-AP iZ, DRM IZ X E v &
Lo, IRET 7 "NDRENTERVEZZ LN,
PGAP3 KiEMINukETIZ, MR D GPI-AP DFEBL L~
HARICIEKRE R TIEA SN L WS, PGAP3 / v 7 T
M Z2OMBTIIERERIRT2H 5. 3SRR5AD
PGAP3 RIBFEBIDV R W72 ENTWBED, BTV AU KA
77 & —EIMIEICIZ, HMHEEE, TA»A, FHEREL
KFETRREICHHSTWS, JREESOMEREICE 5
T GPI-AP DR ICHB N H L L E 2 5N b, GPLAP D
FOIED S ORI, in vitro TIXHBTE L2 \WDT, in vivo
DOERETTHRES 7 MIRTETE %2\ GPI-AP 23 5
ANZALDEL EEZZOLNS.

6. BBbHYIC

FLLTET Y — LRI 5T, GPILT7 v —H4
BOEMMET, VEF) VIFORBIZE-TEF ST R
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RRERZ LD GPIRIBIED KA L RWZE8hTwa., 3
EFTOLZA, AHERICHEET 5271 #ZTD5H 1238
ZFORBEANFE SN TS, T TICEBHET OKIE

VR TH Y,

(&% ST RTOBIET DO RIBEIH A

SNBICELTHAS. £ DEFICHET 2 HAOERIC
EoT, FHEETOEREPL 53RO X S = XL
FOHEIIRY, KDMELZZINE S 5ICIEBHRED
PN ORI sN 5. RIBRER, 7, GPI-
AP DD B S SR EYBIROMEL D, GPI-AP
DHEFED V- Z) DFEEZHI-LFT EBbhb.
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