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£ C3 R CS5 #Laseyiftediesl 7 ¢ S 4

Mo Az 5 A —HBAMERE -9 (PNH) %% 4,

WERBENRARET, S ATED
HEERT C3 K C HABRmMAEER, I
MEE—RZHK (CR1), 1HF, C4 455K
Bl (C4bp), HRF . EEME K F (Decay-
accelerating factor, DAF) %, [& CRI #1
DAF HETHKE LA, K EET M E
W, Hr DAF fggmmKkgiesh C3 & G
RABNREFNEEMNNESRE, 51L&
WEHET—EHREBHE MRS LNERE, X
—ERPKAETER, JH, DAF Iz 5
Mg EERENIERR (PNH) X, £%
¥%T DAF WiEAMLaN, KGN
A% DAF i RRitEl £ 5 PNH fy %
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—. DAF 5% RIBAMR
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4, DAF CEER ANJLUFFHERIER M 4k
(A49He. ZRBEOHAE. BEAle. shEmiE
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Pis EERRPOCR I Ot & L 41 K4y K &
(FACS) % 3L DAF & T AWF &bk 40
a2 (HUVEC) b, H3AHEILFH5ME mam
Ky 4—7 f&, ERFIARARLEE 3.3 X
10° 4~ DAF ©F ;¥ mh&fy HUVEC A S Fr
id> &3 DAF AIEHP &R XRE—-RER
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B SRTT N B R G AN R RO B SR
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fi, HIREET SAMAED MM RR
LR TRERNEMEE L BT ER,

[21] Blobel, G, Proc. Nail. Acad. Sci. U, S, 4, 1980, 77,
1496.

[22] Friedlander, M. et al.: Nasmre, 1985, 318, 338.

{23] Mize, N. K. et al.: Cell, 1986, 47, 711.

« 170«

[24] Davis, N. G. et al.: Cell, 1985, 41, 607.

[£XT 19874 6 § 16 B3]



A% DAF #[f] PAS, idfi® Schiff i®
Flg e, &—WNEE (intrinsic) MREREHEE
AYTo EEKREHA, BHRSHEBEHBIER
DM RE AR, EEHIERS % BISEAL
T4 (phosphatidylinositol, PI) 1&51%‘%’{4352%‘
%,{H DAF RELS Pl 44, M RER A4
DAF 43F 824 74,000—75,000427 B
E4ufa (PMN) L4 84,000, 40k, T.B #
Bl 4y 75,000—80,000, DAF X424k, 8-
THE, HHET PMN, HBMKERE /MR L
Hy DAF 53%)tHi DAF HuikiEfE,. %eg
FERESA, RikX&Emig - DAF (&%
R IR kB a e LR R
H—, R H L DAF RERERE—,

BT, Lublin Z"I72ERF 55 40 400 2 26 2 48
fasas iy A HL-60 B % 31, DAF H4r
F B 535124 43,000 & 46,000 A9RGB K, 4k 52
MRER ST EX 43,000 (2 DAF Fik, S
BF - N-H BN, £ A S REKNS
DX, TR BLEEEEN (RENHER
B, AR RIMARA N-ZEREILERK %
GalNAc FMAEBME )RS TR 4 46,000 1
E =g, LR N-Jg L, HENBN R
BB LR, RE-MAZANES (Sialylated)
HO-ZFMmeE, HA N-HEBEUBKENE
&8 (Complex type) , RAEE LR THF
B 74,000 (4400 L) % 80,000 (H4mfE L)
R # DAF, 4 flasa4imts TEIE
FOE T AE 48 e 8 1F BB i B R E B
#,

EHE¥, RITREBENESR QRBIKE
HEBSERNEZ MBI ERNFILE: B
XEEORESHEMIELNE S, R
WiskE (AchE), Thy-1 HiJH, #hTEHKRE
¥ED (VSG), Pl EEEWHH 1, 2-Hih
“fE, WEHMEES HEAE K, 1986 &,
Medof ZH Pl #5H SR C(PI-PLC) 5
TAKRE B HE LEERER 20% #) DAF #i
K, DAF TR&EETH KM, FHE DAF £
HWMEET Pl LB, DAF ZEHHRCKE

LK S AWARE. ZRE, 4RSIAK
Bt AchE HAafL,

—. DAF gy&mpeeists

AMEBEIBD . MR- AR EEWES
Clq HZ4&,8id Clri§ Cls TAF BRI
L E O 8, A C4 X Cha J C4b, B
FZAH—BIRER. REREIETHEE, /NS
4 Céb ZHHERARELS C2 &, BE
CIs YEFIFEIH) C2b, Cé4bla EIE— & & 19
C3 ¥ {(Es, AFE_Rft, FhKEME C %
HO S FRBHHHREA Cb HEEHN
C3(H,0), BE5 BT/ Mg*™ EREE W,
HhBHEFH D NTFREN Ba G, BRT
C3(H,0)Bb; XREFE _RZEMEWA C3 Eit
By, AIRERECH C3 ZUMEX C3a J C3b, /n
ZEIS THANREBERATENEETEDEYS
gk b, WEEZOEPBRTFSDETFER
T PRI BRIRRS , B C3bBb E& Y,
SERIE — B2k C3 #%{kf§, C3bBb Kig
EL,UMAEBRE (P) 5, BRRER C3 #ik
# (C3bBbP), W&i&EHi C3 % (LB Y
¥ C3 B4 C3a J C3b, ¥ Cib2a F
C3bBb #£ C3b FEHI & &L T & & 5 B AR
C4b2a3b J¢ C3bBb3b,Bl C5 ¥:/vig, B|#&TF
— 3 PR R,

RO A DAF GEidixMERy &S, LA
XMEEEZELMME C3 X C &L B
i fE o

(—) DAF gemEF&:EHEC3 B C5 &
{LEEEYEE Y DAF g% C2 kBT
M C4b2a % C3bBb H 435 3%, H{R B 1110
HEFEE, %4 C3#EMMA DAF 5, H¥%E
HafEE. AZ C4b2a FEHIZE 30°C R4
28 Sy, A 15pg/ml JREEE) DAF B, Hae %
HEZE 13 S48, SYIMAKRE 30mg/ml i
DAF J5,%% 9 434h, DAF {g C4b2a BN
fEFEL{E C3bBbP HEMIIERE 515, X557
—EiETEH CR1 EFHMK, CRI % C3bBbP
BYERIEE CR1 X C4bla PyfERIEE 10 £ 4

e 171 »



TAF kR CRI HrE#E, Rz, i CRI
AW DAF gyiEd:, Hifi, 3% DAF 5
CRl FAIHME LAENEER, (AR
¥ i L% ERHEBE R,

ik Pangburn'? @B T DAF, CRl1 }
HRFR C3 HRBREEERM AN X R:
DAF X%/ F Bb 8% C2a FF B, M CRI
EHRFEEIERT C4b g C3b B, DAF
4 BB L& C3bRE DR 50% , I
H DAF 454 C3b iUk ik CR1 RHRRF&A
C3b e HE/NEZ,

RIEiRE", DAF 55 —8EH gp*” )
BEE b, DAF AEMEEEER, EBRFE
#e, EAMBEFRE; W gp®™ EHR.HFH
R EHILREEER . EL4EERERE,
M2 Harb 43 BRIy DAF SR EHRALA
Ml R HIh e ERY, BUR)BERER
HERH IR X RRR A, [ERHIHIE ) AR DAF
EWEER, XAIRTHE DAF iz HRR
(fn PNH) 48T w8,

" (=) DAF gemMmA®Z C3 & C5 %
1LERRVIEEC DIRTIAY, DAF NEEII#E 2
I C3 % (LBEHO B2 , BATTARZ 20 BEAEIA
BHF, 1984 4, Medof U351, DAF I3
YERREFIEM &R C3 & C5 #LEEAI3EAD,
MmIAFRELEIEM, (EE AL DAF 4ifk
G- MEHEami (SRBC) £, DAF Higié
HIE.BZREMGERETEHEEP, R
Hrpyesi, H DAF (IR &iEdE, XARPUHH
3 DAF WDhER Mt TRIFHE, MARXE
5T DAF Bz ERETAR, FERIA. ¥
DAF % EA 5,3 ARF 3 C1 F1 C4 Z£ SRBC
YUE.mEME T C2,R1C3 f1C5 #{LE#E
SRBC Lpy3Ei#fHMT, X[ & 70 4~ DAF
4 F B, A EERA B HEPE 11 C4b2a Ho 3R ER , X Fh i
BIFEMARE C2 JREEMINIMIH K, Kinoshira
#£H DAF 5C4b s C3b & (MASENIR
FERE =) C4d Rl C3dg Z5&), mEMMELT
SRBC *f €2 &, B HFHHEE, & C2 K2 B
HF AR ERELER B C2a X Bb, DAF
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EXA TR, BANE Cib K C3bayksH,
JEE. DAF MR T M, Medof A 3%,

DAF 74P K75 HE A bl —BIK X , ZESE AL

W&, DAF REE— £, RRERBIATE
ENERETOTEBRER, SERAAELEER
WIEE LEAER LG, BERERAR, &
5 C3bEL C4b o, K IEIE o

DAF (UAMTHFENAEE LK C3 &
C5 4 {LEg, AW 401 4 s R ¥ g B
REEGY LR IBRIEREREE, XBR
AT CRI, Wi, DAF FEFlETE A EZ
B SRR RR S E5 R R R
THLEEH,

=. DAF SEMERENTIERR

fe 'R MERERAM 4 & 5 JR (Paroxysmal
nocturnal hemoglobinuria, PNH) B—fi&#:
REHOEANBNERR, KK LEFEREER
B A R A R R Rk A RS (i
FUH FFHE,

B4, Ham $& 3 PNH BEAEKNR L
Xt B S HMAR S RE SR, EXRIRE, X
HAMBEKREEHTERRERENS. B
F] 1983 5, Nicholson-Weller X Pangburn
WM g 3E H HES , PNH BB 4 41l
StAMARI RE SR EER BT HAAMEE bib
#iATIEHA DAF RZ T, XMBENLH
M= E—ROMRERBBRAY, HE
KU FSAME TR, BRTRE TEIL B RA
o gk UK A (R AMAR M BUR Y E
MR 3—5 £%), BRMEL DAF Lk S
(A IEE KR 10% , R LB 4000 DAF
WOz ; EZRAMGEERT (SUREXN
ERAEEN 10—15 ), 2HREE AR
Pt DAF $ifk, BRI BA MY DAF 52&fk
Zo PNHI } I B4fa#fgh> DAF, M
DAF 43 11 BZRHE, NIPKE R *MAE 5 I8
M, AR 1 R MR 562 DAF
%, A DAF &3 111 R Ko v aMABUR 1R
¥, DiEA 11 BEIERRGRZ DAF 4bh, w[6E
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* BIREER Ao
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JRox IEW 4L AlE, WAL DAF Huékib®E G,
Hxt C3 kBB EL R 15 PNH BEKNR
STYEM b DAF % C3 #LBHREERI—8
%8,

PNH [ # ISR L5t i dal/
MEBAE., MFRMEKRCAE B Mm%,
FERXFESRBEZHREHERTL M K.
HoNE I, PNH BEBEHROFEREN H B
fa iR R B BERT R 4R, 1985 4, Nicho-
Ison-Weller® BFzx TPOH PNH 235, HER
B Tixse g A AR, Eegmik i/ i
L= DAF fiff, HRHERBTZETHA
REERN, EREABRDRLEE (K,
T PNH BEGALEE. N, pamia
Rifi/Mi b DAF fIREH G, RifiskZzd
AMEEARR C3 & LEERIIRE, B LR%A
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aAREAEN FT5IREN, HX DAF 5
PNH X RAANERE, E—PFE Bz
MR R TSN PNH R RS 1A R & #
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