RIEMRBATIOEVRELEDOSEAAF

JE A TR AT IE R i B & EEAMEIR BRI TE S 3
R PRI M B 55 |2 B3 2 AR AT SR Bt
TAEMTZEE /AT

PNH DB W EELBEROSRITA FIERRO DD T —F v TN —7F

T 1T A3 H
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1. #% S
1) I
IR B A~T 7 0 v U RAE (PNH) %, BEF149 (1974) A MMER M3 8 SR BICHR & Sz
WZPEWFZERT SRR & LCTHLY BiF o, DEMMEE mEAErseer) iR _%%%)Kio
THIRRH 22 BFZe s BtE S iz, T b4 BICE D 30 EMIC bz o THEAEIC I 0 ES, KK, F
RE. 2, IRE. TR SRR BT 2 AR N B SILTE 7, PNH IS 13RO 3 RF
MZREERBIC L > TEDLABNERSIT LN TE R, BHMEEMO R E L TR TR, BHR
Eh X THRMRER & U CoMEE iR o, BUIEMRIENH O TV D 2E T, Rk 2
(1990) FEICHREEINT-H O T, WA E LToO¥OH T, REKOMMERESHITHEA T2 &
BRO LN TWD, FEaE5 (1993) EORFTHD I N—T12 LD PIC-ABGFEROFBR L Fhils|
%ﬁ< ST, ORI L EROBEE —ESEE L N> TEINWTHA S, Tk
3 (2001) 4z iIW//T/WATWH&ﬁ%W$'%%%%®ﬁﬁW%Jﬁﬁﬁf%%éh\ﬁ
ﬁ@ﬁ%mﬁn%## 2L, EBRWBHAOXENE TN, Tk 15 (2003) 421X, Duke
Symposium on PNH 75\?3?712% EFRAFeH 12 BR L L7ZEBR P NHHPIZ 2 (International PNH
Interest Group, I-PIG) Ak STz, ZHUCIEFERNENS L5 @ PNH I ZEE RSN L T\ 5,
I-PIG 1T E T, EEMIZIETIRMRELRZET A RIA VOEREOS L, Thitartvr W
A e X=X L TART HHEHZED T D,
:@FWH®%%®§%ﬁ4FJﬁ\:@i5&E%%&ﬁﬁkﬁ%#é%f%&éhtﬁﬁﬁ%
D0, R ARE~16 I TN TRAESGEE A5 HntR BT IRMFE R et
PEEICET 2 RAEM I O 6 FERIOFAEMITIE ZRET 2EREV LI - TRy, 20E %
TEAEMABOLDOTHLH D, EHEELFENEZ S N0 ORI L > T, & ITEREDIRE
BFHOENKESEZUDOND Z RTINS,

2)  AERIE

JEAE S ERFASE TR M MR B 2 A ZCEE) (BER /ML) OBF9EE %2 Hiic
ﬁﬁﬁ@mﬁﬁ%%@ﬁm%ﬁf\%W%E&%%@ﬂ%ﬁ4FWﬁ@t@@7 X ITN—T %
f@p% L. Evidence-based Medicine (EBM) D& X FIZIh-> CTEDHETEBN /AT A7
D& D ITCERFHIEE 2 E D T,

U—% 2 J T N—T TR S =42k, ERRAFZEEE & ST %i/ﬁr@ﬁ Al e BARTHTE T E
TBEIEICEET a0 90EE (BEE =R/E7) & DR 16 th/\ﬂﬂf RS SN, BETD 9z
KRB I Nz,

(1) HERRA N —
PNH OZ WM L ZIEDO ST A RERKD 720D T —F% 2 7 7V —TD A R—1ILL T DY THh
50

PNH DZ M EEL BT A RT3 A MNERD =D T —F% 0 7 T —7F
SR B (RIRKRFESES TRENED

Fakfi—  (F o — 7 KFEFSDHNED

AT vy (KRIRKFEMAEDRIFICAT A4 )

H B (RBRIFSLEE AR & v Z — i FE A oy 18 s 55 )
I GEEKFESETE 3 NF

e EERSERKEE 1NE)

HREHE (Rl RS R R K 2 i N L)

JIOES  (RRARRZFEFZE 2 NEL)

HREIE T (SRKFEFTMEBHS)

RS (RERFEBNED

INEBR T (AR REFEESS R EREES)

SEATIER (R FER R MR ED

TEIRE (BRI R RE I AE R )

NS (BRI 2 DS i Be N E)
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2) FEE (T A LL)
I U7-3CHkiX. Agency for Healthcare Research and Quality (AHRQ) O EF v AL ~ULDE
FIZHEV, YT DHARICHIZERE LT,

T, 4. EF O ICELTOX, BAFEE EFHE IR KBRZ) ICX 2T 10 FE2ERE
DRFEZ W, BRARTRREF IS DUV TR 11 AFEEICBR A L 7o B K LI A58 D Bl 2 HRO I -V 72,
PNH IZFHRERTHY . TNETICZETFT U X LoUL D & W EE RIS IR T W2 L IcEN
VETH D, IRFICRE SN TOLEANE, RRESIMEAREENTHDZ EICHLEETHE -,
F£7-. PNH OERBIIFCKAANG] E BREEZ G T T AE TlE, —EDEREZRODHZEHHL M
IZENTNDDT, Bk D DOREEZFDEOEFNCZEDOE FiEH T 5 DITREY TH 5 rlREMHE IR

b,

AHRQ (Agency for Healthcare Research and Quality) @ Evidence Level %

Level of Evidence Study Design

Level Ta |[¥D 7 ¥ MR O X X I L5 =B 7 v X

Level Tb |D7e< &b —20D 7 X AMMUIRHERIZ LA =BT R

Level Tla |7 b —2oD I T A ENHET X ALtz 252
Level IIb |D7e< &b —2DMDE A T DI THA v ENTEERMMEICL LT
A

Level TII |L < T A v ENTZIERBRIERAIMIEIC L B (LLEMFIE-CFH B ZE, 77— R
oy hu—)UifgER Y) eSS R

Level IV |HFAFEELSOWESCER, HOWIIMERE OBKRKRRICL 2T 2
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2. & (RAEX)

FEAEMER B ~F 7 1 B JREE (paroxysmal nocturnal hemoglobinuria, PNH) (%. PIG-A&fz+IZ
BROOE R 2 Fio 7o mepifan 7 v— PEICIR LB R, iz X 2 1 E s % F# e 5 58
MmEEER TH S, BERBMEM (aplastic anemia, AA) ZfAFRE T HEMAREAL LI LIE
A0f - FHERBAITT 5, MAREIIARRHTIIH CTIEH 525, PNHIZFHHN 2 A 0HETH D,

3. DUWrEYE (FER 16 F£EKET)

1. BRRFTR & LT, AL, MEDIZN~NET B E VR (RFRER~EEER) 2805, &
SICERI AR, i m, B GE 2RO D, ERFIEIT RV, FHAEZ LI IRV
linE TRIET D,

2. DITomEFMASLIXLIZALNS,
D) 2k L OE Mk, fMo kD
2) IMiEE#Er Y v e fE B, IDH BEH. AT M e v fEIKT
3) REFO~EIZvE U, RILEO~NETT Y VR
4) HHERTAIVRAT 7 X —BRa TR, KRmEkT7TEFLral) o277 —EEKTF
5) EBERIFEREEI (BEEIEEERS L WNMEER S H D)
6)  Ham (&AL i J598 M) SRR BEME £ 72 (3 RD B /K G BR B 1

3. DUTFOBREFRICE > T EMER LD LT3,

D ZUVaviArsA77yFFuA )/ b= (GPI) 7o h—TFEEAOKBIME (PNH & A
ZER) oML EE

2) EREZH, EHAER, ROARRESICL 2 MMoE R RER D

al

4. PLITFIC X » TRBGEETT O,

1) EREEM PNHORMAT AN A SN D)
(1) 88 PNH
(2) ‘B #4272 PNH

2) PNH % A ZMERGIED BB (AMAT RIZHA & Tew)
(1)PNH & A 7 il B[54 D 1525 A R AR if.
(2) PNH % A =7 i BRGS0 B B S T RCE (B A
(3)PNH & A FILERBG I OB BEARMERE, 70 &

5. & &

1) PNH MR M & A 2E Oflim 2 Of R o i B I L 2R TH 5,

2) PNH ZA ZMEKOMH & EEICIZ. HLCD55 BLUPHLCDEI E / 7 v —FLHikZE A7
a—H% A4 R X MUEEHWS,

3) PNH %A ZHRMERA 1~10%THiE, BEMATR 238D 5 2 L 3% v, PNH Z A 7 iFHEkE
KITUIZLIZPNH % A FHRIMEKOZFN L 0 Sl AR,

4)  PRMPTRE LT, MEARMERE N, Mm% LDH E5-. B#Ev VA Ml LS. mMiE~T N7 e
UK T RS E LR D,

5) FHEASM PNH (X, FAERNREME M —PNH EMREIC L » TIRFES LD,
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4., BEEREE (FRk 16 FEEILE)

stage 1 B JE ~NEZREURE 10 g/dl PR

stage 2 R A S ANEZ R EURE 10 g/dl A
) I ER 1,000/ 1 2L E

stage 3 RORFIE NETHEUEE 7~10 g/dl
i) IR ER 1,000/ u 1 A

stage 4 B OJE NEZREVRE T o/dl RN EaiE
T 2R ek 2 WE L 45
HDHWNT MBIEDIFREE « 50235 5

stage b i BE ANET Y UEE T g/dl Rl 2T
TE WM 72 R i BRI, A B & 5
o LLFOWT a4
g O MARKE D & 0F
I ER 500/ 1l AR

w1 EWR Rk & 13E A 2 BArLUL Eoim s nEE s b & 2T,
HE2 Z ORI 10(1998) FFEE IR T SNT- 5 B EERLZ —EELE LI LD TH 5,

5. & %

1) FEHE

JE5548 O 10 FEEFHREIE (KD o LEFEABMEEICI T v 7r— MREICX D &
OMNENCBIT D PNH OHEE AR EEIL 430 AN THhHh-7-1) [1I] . BIESHEEICEHL X, PET

17, 600, 344 ADOAEAIZK LT 1975 £ 5 1984 4ED 10 EMIC -V B S ZfEIc L 5L, =D
M2 22 423 PNH 2 %80E L, 100 7 ASH 720 OFIEHEIL 1.2 N (range: 0-2.8) | FEEFEIL6.93 A
e snz-2) (o). i%fi&*ki@b#lfi%ﬁ%m E 11 THDHN, PESCH A 72
EOT U7 EEETIT R WZEWERESNTND (F1) . ZhboOHIkX AL DM T
%%D\:MB®EE<%ﬁ\ﬁ%EE%@@>&m&m@%@ﬁﬁémw%bm&wo

&1 PNH SfE D i B 1 ZE D L8

R JiE %L B T Bkt
Le X et al2) = 476 400/76 5.3
Huang WX et al3) ] 128 96/32 3.0
Kruatrache M et al4) & A 85 62/23 2.7
Hillmen P et alb) A XY R 80 33/47 0.7
Socie G et al6) 7T A 220 100/120 0.8
Nishimura J et al7) TAYUD 176 77/99 0.8
HA 209 118/91 1.3
Fujioka S et al8) HA 133 73/60 1.2

P (FI2RE) AFEnE. FestEd i i E 2R3 2 P98 EE o L RIAFSE TPNH BB 123651 2 BRI T IR
EHRIED B KLETE] OF - ZickbE, BAN45. 15 (range: 10-86) TT A U B2 32. 8 %
(range: 4-80) 12X L CAHEIZCE > (K1) 7) [M] . 77 r20®mETIH3356) [IO] .
AXVZAOHETIZ42 T [I] . BARDL —ISZ OFEGIZIZA > TV 5, RO ML, A
ARTIE 2060 ERUCFARARLSBIET HOIR L, TA Y I TIZ 1030 Eice—27 20z %+
DRI T D, ZOEIBELL, BKOHFEDVEL O PNH DL XA HEBITLTL 26103%
W2l 9) (] . F727 UT7REFTITMARIEZ 1T U &2 PNHAER 2N E B TRV 72 DIZZ B I
T VO TIEERW N EEZ NS,
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B& TAUH
(N 50 N L 1) I
40 — - - 40 i
30 - - 30 i
20 - 20 i
R
o 1 o LI I

0 10 20 30 40 50 60 70 80 90
100 (&%)

0 10 20 30 40 50 60 70 80 90
100 (&%)

SA W ok A BA SA NE ok Ao S

1 BARETAYAHIZEITSPNHEEDODMEERT)

2)  ERARIE & HARIE

WMPED H KR A IS K 22RO RIT R & AT Aotz 2 1274 7)) [D] .

2 BRETFTAVDZBTZZEBORKTRERERRT
HAS TAUD

FATIRE SEFIE (%) SEFIE (%)

BAARRMA M 79 (37.8) 51 (29.0)

B 6 BT AT R 10 (4.8) 9 (5.1)
WIFEIEAIR

ANET Y URR * 70 (33.5) 88 (50.0)

2 1. * 197 (94.3) 155 (88.1)

HimEk (dfFHEk) il * 151 (72.3) 80 (45.5)

M/ INER A * 132 (63.2) 92 (52.3)

R YIE * 7 (3.4) 24 (13.6)

MAgSE * 13 (6.2) 34 (19.3)
eI Mean =+ S.E. Mean =+ S.E.

HGB (g/dL) * 8.2 =+ 0.2 9.7 = 0.2

MR AR M ERE (X 10°/1) * 78.3 = 6.2 195.3 =+ 13.1

HimEkE (X 10°/L ) * 3475.3 =+ 137.5 4947 + 198.6

I ERE (X 10°/L ) * 1781.6 =+ 132.5 3005.1 = 156.4

/RE (X 10°/L ) * 96.0 = 5.8 140.1 *+ 8.6

LDH (U/L)

1572.3 £ 91.7

2337.2 £ 405.6

*; 0. 05

FEATIZE L L CAA 20 D BT, AR 37. 86T LT A U A8 29. 0% & HARDIRLRE A2 o 72203,
B R IEARJEWGRE (myelodysplastic syndrome, MDS) OO#EEEIL B%R#& THILRDN > 72,

PWTRF ISR OB T, EMA IR & B 2 b2 &M, Ak (GFFER) B, f/ s %
AARTHEIZE S T2A, PNHOEMAPER EEZ HND~EZ v VR, RYWE, MAREIZT A Y
A THBIZEN-TZ

PWIRFRAAT A b RIS, SRz KRS D~ ne s BB, AFhERE. /Wi B
AT LY BFEARME DM 278 LISt U, i &2 SR 2 @R RMER, LDH (X7 A U 7 TX v R
mEEOM M 2R LT

YLD A K LEGHEIC LD AR REO I W T H RRRICE 31rT 7)) [ID] .
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x®3 BRERETAUNIZIEITHEKRZEBT)

HA TAUD
A PfHE SEFIE (%) SEFIE (%)
B 111 N 76 (36.4) 58 (33.0)
A SiE 9 (4.3) 56 (31.8)
FE YT 19 (9.1) 32 (18.2)
B 6 BT AT R 8 (3.8) 6 (3.4)
=R 6 (2.9) 1 (0.6)
BAA 22 (10.5) 16 (9.1)
%; PX0.05

P OAOHE & LTk, PNH O & BAGAEIR TH 2 MARAE, BEAERYYEIXAEIZT A U I -
bO0, EMAROBEEITIZEITRNST
Doz Lid, 7VTEMTIEDLRSERNEERTH D DOITxF L, BRKE]Crdd A 72 PNHAER
DEIHEICHTWS Z 2R LTS 0L Ebii,

3)  BSRFLAR

PNH CIZHAREMAER ZVEL LWV DL EO—oTh L0, ZOBHEICEHL L. 41XV AD
BhEWVIIEFICEWHRELSH D EOD5) [MI] . 77 20#HEG6) [UT] THHIEO H KK
H7) [M] THLENEWSYETThoTZ, ZHIT., BMIEEOBIRIS L HNFE - T, SHICEMAE
OB I N FEZEMECLTEBY, ZINOLOEBENREEDEENZE THDH, 4 XU 2D 80 filDH
BT, BREMREZHI ST 12 BT DWW T REEZR IR U B3I ARAT L C. JRIMERSCAF 1 ER T PNH & A
TR LTS, DD PNH Z A ZHINER Y o RBRICITESD Z RSN TWnW5 5), BF5<
ZhE, VSRR FMNEWTZOIZ, PNHEMLZ v —2 238 L Ch, U 7SRPNH 7 12—
NIEEEA LD LHMEINS 8),

4) 3R
BPED HOK R AR K 2 ERBIRE R 2K 4 1 on9 7)) [IM] .

x4 BERETA)NIZHETEHEENFKET )

HAR TAUD
SEIR FEFIEL (%) SEFIE (%)
HH 1L 9 (23.7) 4 (10.5)
FE YT 14 (36.8) 14 (36.8)
A SiE * 3 (7.9) 16 (42.1)
BBl I BUE R/ B iR 6 (15.8) 3 (7.9)
N 7 (18.4) 3 (7.9)
S 2 (5.3) 2 (5.3)
JEU R A< 0 2 (5.3)
*; PX0.05

FRBIFEFONFRIZT 7 LA TIIRE S B2 oTHEY . 7TOTREFTIIHMAZ%L < (10-40%)
MARFEND 22y (10%ARTH) 2,7,9), —HECKFICIE, MARENZE < (30%LLE) o il 722y (20%
Riili) LW FHERH D 5-7),

5) LI
YPED AOKHIE A KX 22 Wtk O EfF R (Kaplan-Meier i) ZX¥ 2129 7) [ .
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TAUAh

EHE (%) ) e
100 - 100] -
80° - 80 -
60 i 60] r
407 i 40 I
207 i 207 I
o~ 2T o ....no0B5o I
0O 10 20 30 40 50 = 0O 10 20 30 40 50 =

R R HAR R R R

K2 HAREFTAYAHIZETRZHMEOEFEEMEE (Kaplan-Meier ;%) 7)

LW OB, BARN32. 1EL T A U A D 19. 4 126 LED - 7205, 0% R Tl
HA25.04F, 7 AU BA23. 34 L 21372 <, Kaplan-Meier OB THMAHMICE T 20
S, L LRt ZHETICHE S 50%EFHR L D &, IBIEWL D ThHo72 (7
FUA (14.64) 6) [0] . AU = (10.04) 5 [m] . BA (16.04) 9 [W] . 7AUD
ANREE (13.54) 10) [m] ) .

6) EWT%

7T ADTHRRADLERMT (220 1) 2k D&, 1 MBRIEORIE FHETERE (RR)
=10.2) 2 JLMERADIE~DOEERE (RR=5.5) 3 MDS/2M [ M (acute leukemia, AL) DIEIE

(RR=19. 1) 4 ZWrF4fn 55 ¥ LA (RR=4.0) 5 EEDOIERLEEF] (RR=2. 1) 6 i2 Wik o ifn/ M isid
(RR=2.2) D 6HANTHABRKEFLE L TOrENTZ6) [I] ., £/-—FH T, AMANDBIEFED PNH 1T T
BEIFTH-7= (RR=0.32) , Z 56O BRFITHAN I TREMEIANC L v —H&EmaENEE L TH 0 .,
ZOHBPNH 7 v —BRHELTL 22 EnEL, Z7ue—rOEFRETERY, 37205 PNH R,
BEMARIERNT N OERRREEZ EVEDIOEA D EHEIND, T2 ICBEIC MARE D REE
D5 HBED A FEAFERIT A% LIRS . 2D X 5 ARIERTILZ2WiEE) & & e g
(hematopoietic stem cell transplantation, HST) Z/&BHIZ R — MEBEZBBT D Z ERHEEIN
Do LILEENST T HICRFCEHNTE CRIENE L <, TO—F CTHEMARESIERNDTRNRED
KR H Y . BCRkOREEZZTOF FHETERWVWI EHIEHDFBIZ AN TEB 2T IER S 70,
WHEO H AR AEICL DL, BRICHET D PR ARRKE I, 1 Z2WiReE#E 50 F UL E 2 2 E
JEAMER (AFHER) BAE 3 BRERYUED AP ChHh 7= (F£5) 7) [M] ., KEFOLORFIT1Z
T IRE AR E O BEAE 2 Z2WriE MDS D BETE 3 MARAE DFEIE T, AHMI D A DFE -3 IMDS DFIE 2 B AR LD
FIETh oo, MRFEIIAMENZI N THEERGIHETH 20, HENME PEREARK L LTH
HIT BIZITEL o7 Bbiud,

K5 BARETAVAICBTAERTFETRIREFT)

HA TAUD
P i H5 P i T
W
50 F UL I <0. 0001 9.5 <0. 0001 14. 4
HAE A IMER (4FFPER) JRE <0. 0001 16.3 <0. 0001 30.5
A SiE 0.2 1.3 0.0072 6.1
BBl 2L BUE R D BEAE 0.7 0.1 0. 005 7.7
A POHE
A SiE 0.052 3.6 0. 004 5.4
FE YT 0. 0007 10. 1 0.03 3.7
B 6 BT AT R 0.03 4.6 0.9 1.4
N 0.003 7.7 0.4 0.5
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6. WK - HEE

1) Ik

PNH OB I DG 1L 1866 4E D Gull IZ X 2xDIE D 11) . 1882 4E Striibing (2 Xk » THELER O L& IR
MIZEDA~ET U URIESE U TCORBEESATENY. SN2 12), D% Ham (2 X 0 BEFRMER DMK
VXS D RS METLHE SRR S V7228 13) . IR OFE e P I3 R O <A TH o 7=, 1983 HIZ72 0 A
REIEIR A Td 5 CD55 (decay accelerating factor, DAF) DNEBRFERIMIK TRIBLTWAHZ ENHG
720 14, 15) , e CTHIARTE AL O 1% HI BB 2 il L T\ 5 CD59 (membrane inhibitor of
reactive lysis, MIRL) ORI HHEBIL 16, 17) . PNH OFMLITHAHIGIE 10 RIIZ L 2 Z & AV
L7=. CD55 1% C3/C5 #iMafssd DA 2 LiET 5 Z L 1T X » THIAIE LR O RO B2 R+ 5
DXL 18) . CD59 1L CO IZEM L CHRIZEEE A1 (membrane attack complex. MAC) DIERL A P
5<ls)wzm CD55 DIELAI 72 KIBIE (Inab KBIA) T, CD59 D IEF 2R EMIZ I T Idm A%
ZHTTHEIC X ARMIEA SR 21), E 72, #C CD59 DS K IMERIBAE T, CD55 2N IE 5 72 A& ik
PNH &5 & ZRWRMAER A A BN D 22), ZHbHDZ b, PIC-AZERIZ X D CD55 & CD59 D
W AR T 5 PNH M EROFAEMIZ X CD59 KNSR ER 2 EZ Rl B2 b5, PNHEF T, 7=
F72F C9 RIEAE £ - 72 FBE TIL PNH RMER S 95% Tdh » T HIFMIEREZ ED R ot E b D &
XFFT 5 23),

p ik PNHZR Mk

CD59

Completed Membrane
Anchor Atack Comolex

M3 #HABILDOAH=XL

GPI

ZDO X DI, MARIZFIV PNH MLER OB OFEANTIEA S0 SNz, @R 23589 2 fiikiE
PEALBEREIC DWW TIIAR R S 2, BE T, B TH LT 0 iiiRIE M bIC X 2 e 2 i 23
HONDHN, BYE, MEIR, Fiff, R, B2 300 KEER24) . $F% 5., i/ ShEx 2 FER
WX D BEOVRIEMEESE 2 5 &, B TRKERD (RMEIE) 2723, ZnHHEROPTE,
FERAIZ LIZ LRI & 72 B OIRGYE CTH 5, fRIEMEALORE 1249 U b IGUE O HEAEE & 13
e <, B ERGERSCHBR CHOEERIBFEMBIENFRINLIFELN OV EBELET H, Z ORRYYE
FHIEME ML, B ﬁofmﬁﬁﬁﬁmﬁmm6ﬁﬁfﬁw HE, Zhicx4 2 8 eimigth o
HARPUEBTEA T 2 2 & THRIE O IR B 23 ML X405 729012 PNH I ER ASERIA II 2 45 = 3 & it
BHEHh T3 25),

R OFR I T B LT, BEIR TP O RER AR 1 L 0 e CO, A3 EFE URAMEICME < 72 DI IR DS
EM SN D v )i 26, 27) . KO IGIEENESENK FIZ L Y Lipopolysaccharide (LPS) 72X x>
KRR VRN R L, ZRIREZIEMELT D VWi 28) THIFSN TE /-, £/, #AIKRE
WX DRI ITHEE, A NIEILIC X 28k R ZIRIETEA 2 8 59 2 L aMiedE Xiu, #liisicsimun
PNH FRIMER N KT 5720 Th D L HfE SN D,

2) HRHRELET

PNH Ifi.EXK Cld glycosylphosphatidylinositol (GPI) & Wil HFEIEE 2 FIH L CHifBEIZ S
% GPI 7o h—- BEE (GPI-AP) & TMAREL TWD Z &AM - TW=23, % D GPI-AP D& G
FITIEEH TH o720 T 29,30), PNH MERICIS T D GPI-AP KARDJEINIL T > I — E#R5r DERRICE b 28
IR EREZZ DN, AT O, PNHEEZED LR Lz B U NSRBI OFEM 22 7T 7> 5 31) . PNH
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DEFNIRAT 7 FONA )Y b= WVIN-TEFAT NIV I EAINTDRODOAT v IR %
FFORAMME Class ADERTHD Z L 222X 1D 32), B u- =0 7EE O ORE 2 M3

D38 f5+ phosphatidylinositolglycan—classA (PIG-A) % PNH OBFEEMLEF & LTk L7z 33-35),

BI/E £ CICHE S -4 E o PNH14T Fl25 T, 178 D PIG-AZERNFEIE SN TS (M4)36), 1

S L LHIARA - RENL <, 2HIEETORE D 8202 Hle (£6) . BRERAXIZHELHET
FHRRBEL & A 7T A ZAEBALITIE L 5341 L hot spot IFfEERE T, BROFER 7 L—- A7 FE2EZTH)
MWET%E R Za2 bz (FF6) . 23 CTEEOET /7 a- 28D, 2624 TIT4FEORE /7 0

- UMEEEPORE S, PNHIZERIfE SN TW L9 RE I - VLW KidteLAS

Vasuo- VHOERBTHDLZENHoT- (F6)

4 HEOPNHEE 14T HITRESNI= 178 D PIG-AEIGZFERD S % 36)

Exon
1 2 3 4
"mvamiwﬂ =

|

(9]
1««
<« O
<
%]

<<d<<d

AA 4

l

l
§
Yo

v : Base Substitution

< : Deletion / Insertion

— : Large Deletion / Insertion

&6 HEODOPNHEE14TIHITRESNIZ1T8 D PIG-ABIGZFERY <) —36)

I. Type II. Consequence III. Clonality

Type Number Consequence Number Clonality Number
Base substitution 65 Frameshift 102 Mono 121
Deletion Missense 32 Oligo

1 nt 48 Nonsense 18 Two 19

2 nt 10 Altered splicing 22 Three 2

3 nt 13 In—-frame Four 2
Insertion deletion/insertion 4

1 nt 20

2 nt 3

3 nt 8
Others 11
Total 178 Total 178 Total 144

nt=nucleotide

3) PNH 7 v— HEKHEF

PIG-AZEH % £ - 7= PNH LIRESHIAIN 7 v — o A3MER LTI U C PNH 8548 Dk 2 7Bk & BB 5
DI THHN, v 7 AMEEE T Pig-a ZAE L PNHETF L~ 7 A2 {ER L., EHIREZE L T R
WO O— COPIKRITBR I NN LG PNH ORIEICIL PIC-ABRIZTTIIAFSTEEEZBN
% 37-41), PNHIZYLMMERIE D &2 Rm B 23% < | ML 0DOEMAEEFESTWD, AL OFEEFIZ PNH O
FIEZ A D AM-PNHIEBEREIIE < 226 b, AL & PNH OBBEN R SN T& 72 42), ECREBAEEN
ARETEETH o 7 FHIE AA I, Piligfii 7 2 7 U > (antithymocyte globulin, ATG) . H1 VU »/3\Bk7
127U Y (antilymphocyte globulin, ALG) ZFDGuyZ M| EIENHT S BEMAEGFAREE voTe,
o O A BEITREFIAIC L VRN EELZITELRENELZEEZLONDR, ZRHOD
BE DL 13 (13-52%) . PNH IER (1%L F) 28> TW 5B Z & 28 1990 FEARIC A D R W THRE ST
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543-49) [W] , 2oz &b, PNH 7 v — 3B FHEE L2 521512 < < MR m+ 23 &3 x
BT,

WIEZZ BN TWDPNH 7 - VOEREF 2K 51287, &M PIG-A ZENEZ 5
(Stepl) » ZHUTEFATHHIBHEISEZ s TWA Z ERFIIRENTWSN50) . 2720 Tl
PNH 7 v~ AZHERE T PNH OFER S R A TI ARV, FIITA TR D L) RAEFHEENMNb 5
&\%%%<&H@ﬁ%%@ﬁ:@&%ﬂ%%h\WHﬁD—V@é% b5 8 2 EIE 1A R L HE
92 (Step2) . L2LZARMRL, A DHIAE L T X 72 PNH 0@ E 2 1R 4% £ 5 PNH Ci PNH fifie
@%%ﬁﬁwﬁwwm<6wiﬁf\%@%%%ﬁ&%m%fé:&%&<E%Kﬁ@£ﬁbfwé
Wﬁikhgf%é’&%%iék\:hﬁﬁ?ﬁﬁﬁ%&PW(HMMPW)%ﬁ%Té &iT
+ThD, BFH L, Step2 THXBIIZHIN L 7= PNH S iR 20 & M 2 4 2 7= DI 2 4 0
TIEFE T, BYEEGMOICEM A ET 5 X0 M2 BN b0, S 558N EHE Lk %m
WERE, KRR E 62 PNH AR e S U CRBIE e 5 (Steps) o

Complement Attack
oo V_x %
© @ o © o
RBC Hemolysis
- (g o
PIG-A Immunological 2nd Monocytes
Mutatlon Attack @ Mutation @ / @ @@
@ ’ @ ‘ @@@ ‘ @@@ PMN
@@ Sep 1 @@ Sz 0) @ \ @@@
@ @ “:o Platelets
Hematopoietic Relative Expansion Absolute Expansion
Stem Cells (Survival Advantage) (Growth Advantage) 0@ ©®
L OO Lymphocytes
® ©©

X5 PNHYO—2DIKHEF - SREDSR

PNHO O- UHERL TEREET DICITHEHRD step MBETH S,
Stepl: PIG-A ZEAEMEFMIRIZE S

Step2: HEFHKEIC & HEEHMABDIRA & PNH £ #2181 B 1540
Stepd: E2MNEEICK S PNHEMED Y O- HEHEK

EEBEEITREFIEED X 7 bE LTGI-AP 2/ LTWIE, ZhERETHIE
%%ﬁ%iﬁiéhé@ 2% L, PNHERHIARIX Z DEERZGND Z L1270 PNH 7 v — o O¥E R
il 5 ECREMIMN R TH D,

Maciejewski H1%. PNH 7245 T72 < GPI FEMEMEAE Z £F-D AA 9O MDS 1235V T, MHC 27 Z A 11 @ DR2 A
EREOIEFIOBEE N T E Lk L TamnWZ EEHRE L5 [I] . &6, EELIE. BAD
PNH21 JEFI 27, DR2 IZ& £ D EIsFA D 95 5 DRBI%1501 & DRB1*1502 s A & ZH 13
L6 O PNHIERRFF-OZ L el L7252) [MI] , /2. ZSHDEFDH B, 13 FliX
DRB1%1501-DQA1%0120-DQB1*0602 D T vt ¥ A 7% FF-> Tz, FRELIL, 0.003%LL o> GPT et
MaZ & ->MDS (RA) JEHI 21 Fld 5 &, 19 5175 DRB1*1501 £7-1% 1502 i R 2L, 7 n ARY
UPERIEICT LEOGMETH D 2 E AW L72563) [IM] . BAEX Y., PNH, AA, MDS IZBW T, GPI[&
PR 2300 I 2T I L 0 BN 2 1R OB I, MHC 7 7 A 11 B RO RH 1 |
TN 5 & RS 5 CD4 Btk TR A B o - TV 5 Al ﬁmrﬁéhto

KT SIE. EAGIaOFE 2 GPT-AP D54 & GPI-AP 23 cofactor & U CHERE L TWAIGEIZ DWW T
DETINVEBR IS T, GPI KIEHMIIL, GPI-AP HRDXTF REGHR I MHC 7 7 A 11 O EIZ &
IRTE W2 &, GPI REMAIT, a7 77 ¥ —THDRMO GPI-AP NKRKBT H72D12, BBEMiC
L CD4 Bt ORI EMET U 238k (CTL) IZxt L TR Ch D 2 L 2R L7254, —F, HHED
iEEﬁ@EEﬁJ/NﬁkUTW%@%ﬁEL\@I&ﬁﬁ%i%ﬁﬁ%‘%Lwﬁ% Y
EEZIFIZ WD AR LT 55), LWL&%E\HL’ﬁbf&ﬁ&ﬁﬁ%k%ﬁﬁ@@ﬁf##&
WEWI AL H Y 56) ., GPI-AP [aMEgfiiim 2y CTL (25t L THPIME TH B 03 E 9 MOV TR
AN AY AN

Brodsky HIZXL V. GPT FEMEMARIZBEMEMARIC L L 7R ~— yxmﬁ1%5&®%iﬁ&éh z
DBBITIRIR ST NI Z T2 BT) . F DI MMNTEDOFLE 1L GPI-AP BB OA IR AR, 207
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A b= VAMMEIXPNE 7 02— UHRFEO S O TiE7e < AL CMDS 72 EiE i A RAEFERIC LB OBR TH 5
L OWAERNRNZ B8, 59), F D, TR b= Y AMMEIZSWT S, PNH B & s A & o
BITENRNEDRELHV 60), ZDRICONTHRZEME LTWAHRETH S,

72, EELITY VL REEER T Willms® tumor gene, WTI) 7% PNH BE OFEEHMIMEIZB W T,
HHEBIOAMBELEBRLTAEICERR L TWDLZ 2 RN LZ52) [MI] . &5ICPNH 27
v— O (E1F) B E2 A LS S8 & LC, Schubert 1% early growth response
factor 1 (EGR-1) B85+ & TAX-responsive enhancer element binding protein (TAXREBI07) Bix
% 61), Ware 51X human Al, hHR23B, Mcl-I. RhoA &in+%FNZFNMEL TWD 62), L5
12 FYORBE 2H L, PNHHIIED 7 0 — U YEIER O 2 6 T2 BE ORI 20 5. Z OJEKRITIX
HMGA2/ HMGIC & An+- 735 L CW A AlREME 2R L72 63), BLRIEWZ L2, 2 HDO&ERFD I b,
EGR—1 ¥&151 & HUGAZ2/ HMGIC BAG 178 RhoABIE TIZ X VBT STV B E WO HENR S 64), A
BNCEfEEFE LTRIESN TWE3 DOBEBFN 1 DOB|E L LTORMNDAREE S TTE 7=,

7. E R

) i (~EZ e EVR)

W EL) 72 PNHERF] CTIX R ORB AR (N~ n v rR) 288 E T 5, WIAEREOSAEITIRO
BEOOLRTEEROZ L EH LN, KEORMKENLOESITAMEEARA LR LB ﬁ#%%&&é
BENHVIEBELZET S, Z0OX ) el o EAEE X2 IR M ER Okt & & RIS HEAL O E IR AT
L. wilEiEmyE LDH KBS b, 72720, WIRM~EZ7 r BV RIINT L RREF THIZHED 5
NHOITF TR, FEDOHRLIRICE D &, BWRFICA~EZ v B U R %2 2T 5 F3KEF T 50%
THDDIZH LAHBITILEIRFETH -7z (F2) 1) (W] . £/, B RIEOFHR & 72 5 G
JE7e EOEREIET DL N H D,

PNH ClImSEEICE M ZFRD 5, Jed B KRIERTHAE CTld, AL TOE MO L 94% CKIE 88%) .
ANES 0B UBEEITEY 8.2 g/dl CKE9. 7g/dl) THolz, KENTEHARAFD PNH (X2 M 7 23 58
WA, ZHUIAHVER CTEMLAREZSHF LT VI L AN L TS EEZLND,

EIMIZ X 0 i SN2 ERE~T 7' 1 B o it PNH OBE% ZRIERIZD R B F 8 L T\ 5, PNH BE
Ik TR S EE oA (RIEEE) 2D ENRH D, LI LIREILEE (~E/ ey
JR)  EHENT S, fEkIT EETEALE O/ NILER I LD L ERAR ST E 28, IR iéﬁ%m%fm
BN ESR (N0) 2WET DO EEZ LD, NOITIL TG 2 5hie ST 5EHR R 25 23,
MiZE W~ a e NilE#ET 5 &, RKEONOZRSFHICERE L, TOREEE L CFE %@W%%%t
LTI THB65), ZOXIREFEORBENLEZNET 2 LBEEONMAZEZ LTHED ., NO O
WE7eb=ta 7)Y BHCNO FEAZEHET S Sildenafil (Viagra) OEHIZ X - TR
PRFTDIEFNZN ENL LA LNTH D, EEEHEFICISFRTHADLE, ~ET O VREXK
L TWARCHEBEEE-IZA VRT VIR TWALZ ERE N, ZbilEfi~E/n iz &
% NO O AENRE E B 2 bivd,

2)  IEMAE

PNHIZH T B EMEETE < 55 TEY, Dacie & Lewis ITAA & L TRIEL., TORETIC
PNH (2R 72 SR 2 AR FIE BN D 72 B F(FTET 5 Z L IZiEH L, T4v% AA-PNH JEMERE & m4 L7
42) . S S IEIEE ORI WERAEGTENAREE 2o AA BFE DS X, A 0HE L L TPNH %
BIEL T DT ENH-TET,

HESOEFHTE D L 66), 1988 FEN D 1990 FEDORICHIE I N 3 MO L EbED L. i
ﬂmm®@¢M%%®¢%ﬁE£%%%&Kiémm_%@fé&wo%@fﬁotMG%owM
FEND 1995 FFIC7e b 7 —H A A MU BNER L, 1%L =0 PNH fER (4FFPERZ20 LIidaRIER) %
Fio A OEIEIL 35-52% L FEFITE W D TIH o 7= 43-45), 1998 4EH 5 1999 4EIC & AR D FiE % [
WERENR R S, 15-20%E WS b D TH o7 46-48) . S HITHITITAR Y . 4 PNH & A 7 #llfia 4 #
H3 27008 72 FiE (0.003-1%) & HAWD &, 67-89%DATEHE AN BB 23 PNH % A 7 Hiln 24 L C
W5 EHRE S TVWD 49, 70),

Kz K5 & BZWiRRIC AL OREEO & 2IEFNL, ZWiREo AimER (4FEk) B, i
EE BRI S o (F2) 1) MUO:@:kﬁ?VTWWTiM&®%L@ﬁiD@V
LW IERDEE L —HT AL D TH LN, FO—HEH OEMAREDOSIHEEICIZZEN - T-
(22) ., WA HIZXL S 9B PNHEEFNZISIT % PNH 27 1 — /@6N$%@ﬁ%ﬁ§ X5 &, w
EIMAEZ O IER A EEERS BT 5 &, ZORBBIEHMIEZOMOERIZH L THRIZEL .,
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PNH # A ZHIJEOEIE BT LT E Z Enn, BMOEIM ASIZPNT 7 v—2 OBEEEHEMPR & 72
RTogReo X > icBbnr-71) [m] .

3) HEiEiEim

I 513 40 o> B B MDS JEFI Z 4T L. 4 51 (10%) (ZHH & 72372 PNH JRIMERIS L OF I ER  (10%L4
) ZRWELEZT72) [M] . FEGIE Edodigit (0.003%2L ) ZHWTHRELIEEZ A, 119
Fl> MDS (RA) JEFIH 21 ] (17.6%) T PNH % A izt L7-53) [m] .

AoKREEBRIZ L D &0 MDS 226 OB TER (B%AIE) (R 2) 2 HTNIMDS OFPFE (3-4%) (F3)
EBITHKRMTEE D -2 7) [ . Araten ©1% 46 f50> B B PNH JEG] & # HHRAICHEAT L= & =
A 11 (24%) ICHERRE 2RO 73) [] . LHALRBASL, 2O 11 Ho 55 76 TldikiE
Ll bl R R s v — L OEAIEE LT o T, S BICHEEEITERER A ICEI LTI, de novo
MDS & i35 ERREITRWN OO YRR OFBICE DL 6T, TERERE X PNH LEoFi L e L
TROLITE, T2, TRHOERNS AMIBICBIT LIS DT o7=, LD X 512, PNHIZE
TAMS FTRIIST LLEMEEZ BT A2 0TI RWE > THD, £O—F T, PNH L HILHE~D
BAITHLZ Wb TH 508, PNHIZET D MDS FT i & (A myide & OBEIXIE> & 0 L2,

PNH 725 D A IMIF~DHERIZ OV TIE, THE TE-15%< H N EEZ SN T8, H KR TIX
IUFEE LR DFME LV IKFETH -7 (£3) 7) [M] ., Harris 5285, 1962 FLIEIZ @A S
7= 119 D PNH 206 O HIIFRIEF O FE L DIz L B &, 95 104 BINIEY 3 L JEB/MIT Lo T,
B DB 2 72 1760 B0 PNHAEFI O 5 5B, EMiEZFAE L7zoix 16 # (1%) T, - L7z 288 fld A
MIFFEE 13 6] (5%) Th-o7=74) [M] . YafmEDO Thiviz 32 fild, YRR ZRo6 0k
THIT, ZOTHIT S FEINPNH 7 10— Tdho7=, PNH S FMLIEATAE L7-BE . @5 1% s
I GPT [2MET, PNH ARMERDERN ETHITL., —EHMOFHERIERINFRIE TE DT ENE0,

4)  MARSE

MARSE (X O MR 1L 720y PNH IZRERA 2 G 0HE T, Z0% < ITEMRHIRIMARIEDEZ & 5,
BEEE N < EERMAREAL & L TIiE, BIEN (Budd-Chiari JEMERE. WRRIEEIR) CHHEN (NE
R ThDn, Feikeiir REFAR, BIEAFIR) ICbE 25, HKERICE S &, KERITIEY)
FAEIR D 199 MARSE TH 2 DIZKF LT, AHBITIX 6B 2oz (F2) . BIERDOEOIHER
LNIHERZE O ERETH T, KEF D 38%I% LT, AEFIL 10%E AEIIHEE TH -7
(F7),

x7 BERETAVHIEFHMBEDKRE

TAY T (%) A (%) P&
Evidence of thrombosis 66/176 (37.5) 21/209 (10.0) <0. 0001
Thrombosis at diagnosis 34/176 (19.3) 13/209 (6.2) <0. 0001
Thrombosis as a complication 56/176 (31.8) 9/209 (4.3) <0. 0001
Thrombosis as a cause of death 16/38 (42.1) 3/38 (7.9) 0. 0006

MARIEFIE DBEFFIZHOWNWTIE, 508 ZA I SN TS STV WV, FRIMER S 5
L. phosphatidyl serine (PS) @M LI OF| &4 L7720 1525 75), £z, If/MKE & E CD59
LEOMBHIEIR 72 KB L TEBY . /MR THENEEL SN D &SI Em I fEH < 76),
I 5T, PNH OEERRLUFHER CIXGPI-AP TH L vuaxF—1 « L7 X —NRET LM, ZOKH A
PWHlovaxS—8 - Ly 72— L TE Y., ZANBAMICE S aR 2 mE L, mie
HANAELS EWVWHIHELH D 77, UEDOENLRBELLELWEBEDbND N, 4O H KEERIC
X0 MARAE & R P S RIE U 7 K EE TIESEAE L2 W EE A~ B 5 2MZIRMER & A HHER Sy i oD
PNH Ml OB &R mo-72 (K6) 7)) [M] . MARGEZFGE L= FlolE & A 1% 50%LL LD B4 4
EREHTHIEFTHY ., FEREORERNG A OEEE» O L|WEINTWND 78,79), IV TIIAFH TIX
ErmEnd &L 0% EORFEHFFERN/FELTCH, L TIRELZEZ LBV EWS Z Lid2al,
BE O NHEEM TSR EEE FREO L RELEREICLD VRAZITGENCRH DL D EBbivs,
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100

S 80 _

pd : &

Z 60

S 40 i

o 207 S|
0 8 o
SEBICHTANREOEE  — +

6 747 PNHBEDFHBKCDSI RIER L MIRE 7)

8. m &
1) 7ua—H% A4 FA KUY
(1) PNH # A ZIER O H %

PNH % A ZHRIMER GRS MERMER) oMHIciE, Ham 3B (FetEA i i A ikR) & whkE K ER
(7213 RER) AFEICHWSLN TE -, Ham 3BRIL. BaM{k (pH6.5-7.0) 52 &2 kD
R ZIEMEAL L7z iiE 2 o, RIS K 2R IME 2R ET 2B TH D 80), WoBFAKRKERE VD DI,
AT UBREE T 5 Z LI L0 RMERICWAE SR & R MERIE & OFE A Z m o, @%%m%ﬂ
ETHRETH D 81), WInh, 5-10%2L ORI Tk & @ L, w722 PNHAEFI DA 1T 10-
8%@%@%%To%mﬁ%@ﬁ#%ifim<\ﬂ%mﬁﬁfi\ﬁf%%ﬁ§m\Qaﬁfﬁmm
MM 7 & TEEBERT e D, Fio, hereditary erythroblast multinuclearity
associated with a positive acidified serum test (HEMPAS) & W9 #RD CHiZede k& m (CDA 11
) C Ham ikBREGME, WOHEAKGRBRIEMEAE R4 5 2 L ITAL4 TH D, T, BEIRIMERD HEMPAS i
ZRD . A IS I X HEMPAS Uik (IgM) BFIET 5720 T, ACIMmEA. HERMERTRAE L
7=y a5 & ROSITEMEILT 2O T, PNH &38RI FHETH 5,

R L AR O FEL T, RIS AR &2 W TR IO K0 15 5 30 7o A AT R % M i R & iR
Mt B AR IS M ER  (complement lysis sensitivity test, CLS A k) 2%. Rosse & Dacie
WX VB &I 82), M D OEFI THRIAEAZMEARIMER (type M) & IEHFRMER (type 1) & DOHH
DIEZ A FFORMER (type 1) DFET DI EWNRENTZ, TOZEEFEPNIBRAY 27— M0
FHRTHDHZLZTRETELEDTHDLN, EBRIC PIC-ABIGFEROBFNL LD LN XFESH
TW5 36),

iR o> X 512 PNH R MER TITAARBSZ A TTHE L TV D Z DN L bbb o TV, 28Rk
EZMENTCHET DO E WV IBEFIZE LS RHTH - 7=, 1983 4272 0 MiRHIEIN 1-CTd 5 CD55
(DAF) MEBFERMER TR L TWD Z ERHAGNITAY 14, 15) . H:NT CD59 ORI & HIB L 16, 17) .
PNH O ML i A HIENIA O RIEIZ XL B 2 EAHEBA Lz, 1ZIERFHIC, PNHIMERTIZ NS OEAHD
BRI THEAREANKBLTWEZ EXFHIRWVTHIAL, ZAHOXRBEERITZETGPI &b d
BERRE 2 U BRI HE A9 2 GPI-AP EMEEN D EARECTH - 7=, PNH MER CRIE L TV % GPI-AP
&3+ 8IRT,
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&8 PNHmIkTRIEL TL S GPI-AP

BH B3R

A I R 7
Decay accelerating factor (DAF, CD55) All
Membrane inhibitor of reactive lysis (MIRL, CD59, MACIF, All
HRF20)
BER
Acetylcholinesterase (AchE) E
Neutrophil alkaline phosphatase (NAP) G
5 —ectonucleotidase (CD73) L
ADP ribose hydrase (CD157, Ecto—enzyme) S
veS &
Fey receptor 111B (CD16B) G
Urokinase—type plasminogen activator receptor (UPAR, CD87) G, Mo
Endotoxin binding protein receptor (CD14) Mo, Ma
BERT
Lymphocyte function—associatednantigen—3 (LFA-3, CD58) E
Blast—1 (CD48) L
CD66b (formerly CD67) , CD66¢c G
E
G

tr, G, Mo

CD108 (JHM blood group antigen)
GPI-80

a0k}

Campath—1 (CD52) L
CD24 G
Thy-1 (CD90) S
CD109 L, P
p50-80 G
GP500 P
GP175 P
Eosinophil-derived neurotoxin G
Cellular prion protein G, Mo, P

(A1l : MERRHE., E: ARMER, G: BERIER, L: UL/ ER, Mo: HHER, Ma : 7 a7 »— ¥, P: /)
M. Stm: HHESAIL, Str: BR#EA Fr- <)

IO OEBICRT DERIUAZ HWT PNH ¥ A ZiEkEfMRiti3 57 —3 A 8 A FUER, 1990
FEMRICAD R L, HRGICZBEO TR E 2D >ob 5, HWDHUAE LT, DAF & CD59 7341 Bk
WWHRIALTREY, HShTWE, EE B L Rosse HDOT NV—FFFNFiL, ZNHDOHEEHWNT,
CLS 7 A TSt D Type AR MER & F 1T %fiis 3 2 A BR MERA RIS Z & &R LT
83,84), GPI KREMMOESIIFMIRZM TEDLEHTH DN, —KANICITAPER, FRilnsk, Vo3
ERONEIZ RIBMILDOEI SN EmNE A SN TWD 85), EFSICH KR TY ., WIEIRITR (i)
@ CD59 DRABFIL, BARTIILFHERT 42.8£3. 7% (n=90) ., FRMERT 37.8+2.4% (n=151) . U X
BRT 18.1+3. 3% CThH-o7= (K7) 7) [IM], 7 AU D TIHHFFTERT 68.6+3.3% (n=98) . FRIMEKT
45.0+2.3% (n=164) . U 2 /REKT 21.6+£2. 1% TH o 7=, FMERBFHANIKIBREZ LI L THD &,
HAWTIZEBW TS, FHER, JRMER, U U RERDNEIZE Do T223, BARET AU D& T 5 &
PRIMEBR & FFERICBWNTT A Y B REEICE 272 (FRIMER; P=0.03, &FHEk; P0.0001) , £7/=
REHIT, AA 2> PNH ZRJE L2 F SIS0l %2 & b2, —f%AYIC PNH Z 4 7Bk, Fhiimim, R
mmamﬁ ARIMERDIAIZ BT 5 LG L TW586), 3 72bbh, PNH # 4 FIEkZ BHIC 4 2
7-9IZid, REMEFHERE AVWD Z LD (72720, 0. 1%L F oo PNH TUMERDFE I
i\ﬂwﬁib%fm%%ﬁ%&btﬁ#@mmfw V) L, S5, HFRERITE OB L Z TR
WODT, PNH & A FIMERD R A FRBBILET 5 ETH s,
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B4 FTAUA
(%) (%)
100 100
807 - 80 L
1 1 T
3 60 - Beo -
[ N .
© 407 - - ©Oa0q -
20 ’—T—‘ 5 207 ﬁ -
o ‘ ‘ ‘ o ‘ ‘ ‘
RBC PMN MNC RBC PMN MNC
L * 1
*

* ; P<0.05

7 BERETAVHOPNHBEEIZE T SHEIEHTED CDEI RIGZET)

(2)  PNH ¥ A 7 IERDHERE & i AR JE R

HKHIIZ W T, BATIRE., FIIER., A 0HER EOFFIEREZHES b LEbR Vb D & T, R
MER & AF TP ERIZ 1T B W EIENTIF 0O CDB9 RIBRA I L2 & 2 A, B AREIEREEZEZBND AL O
JAT. FIFERE A MERED . MO Z R D JEBNE KR IMEMEENC H D . —J5 PNH O i BRAGSE IR
EEZLNDURIE~T S 1 R, EYYE, MARGE, & Mm-<CIAeiE & O3] Crd RIER28 @ i) &
BOTEN, MR FERCIE M A 2OA NI, AL 2REmITERD -7 (K8) 7) [I] .
FERE% D PNH & A Z I ER DYERIEFRE 2 MRFET D 72 012, FIEIIRNT & &g OB A7 & b 1
LI (range:1-9 4F) HWTWAREFIZOVT CD59 RIBZEO#EFE AL L (K9) 7)) [m] .
HARDIRMER & 4F R ERICE T D5 REFIT, FNENYEIFEHTEEDS 39. 63, 7% (n=56) & 40.0+8.3%
(n=22) . FcREMEHTIEAS 40. 5+4.5% (P=NS) & 50.7+8.6% (P=NS) * A ERMBITRE -7 (¥
9) . TAVIORMEREHFFERIZEBWNTYH, TNENMEIFENTREN 55. 314, 0% (n=52) & 75.2%
4.2% (n=42) | HAEMEHTIREAN 68,34, 3% (P=NS) & 74.1%4.7% (P=NS) LA EREWIIRI o
7= (K9) . L»L. %ERIZ &I PNH a0 I3 A T, Z O G RIMERT 72%88 00 L7z H D
599N L2 DFE T, IFHERTISUWENM L= DD 9% LI2b DETh o7z,

IRk
=F: S
1(%
5,10 : : 100
o 80) r 1 — 80
S 6o 60
40 40
20] 20
0 0
7AUA
{8
1100 N 100
B 80 [ [ 1 (80
0 60 60
Oy 40
20 20
0 0
SRRIEk
=F: S
{%
5,10 S 100
i 80 1 80
8 60 — . S 1 60
40 40
20 20
0 i i i i i i i i 0
TAUAN
S%
50 1 1 (100
8 80 — N —1 —r 1 80
60 60
© 4 40
20 20
0 ]
+ - + - + - - + - - + - + -+ -
AA Hemoglobinuria  Infection Thrombosis Anemia Leukopenia Thrombocytopenia '}':iT:‘arLOPo'ehc Thrombosis
Prior disorder Initial symptom Complication
*; P<0.05

K8 HAELTAYAIZEITSCDEI KIERLERERKART)
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(%)
100

ﬁBC i:)MN ﬁBC i:)MN [] Initial Analysis

=F: FAYAH [[] Latest Analysis
K9 BARETAYAHIZHITSPNHEEDCDSI RIBEDEET)

PNH % A 7iiEkIT, BEREMTRL E ZNE TOTFRICK UTHRIERITITILRBEm 2R S 2o
7T, X8 LRBRDEATIHE ., FIFIER., A OHE R EDRFHIZ PNH & A4 7 Bk D CD59 KB D 1Y
WalE L, 75&, RaPIOEMARALE S50 L 720ER (hypo PNH) & % 5 TZRUVWER] (de novo
PNH) (231 Crulig L7cWE, A ERICE T 2 KEFE O ML, hypo PNH TIZHATS8.9%10. 1%
(n=22) DWW, 7 AU B T14.718.3% (n=42) LD L7ZDIZk L, de novo PNH TIZ HAT 21.8
TO.TUDHEM, T AV A TE 03 %ML (K10) 7) [II)] ., F2Z 02 HEOWEEOMIZIX, H
A (P=0.02) ET7AUH (P0.04) L EBITHAEREZRDTE (K10) , O Lid, — X
PNH & A 7" MERIZHEC AR IME A 2 7R3, T O#KRG L L TELREEZ - TL 5 &M E
MmMER L, &FE L TIRIEWIc s b0 LB s 71),

B 7AUA
(%) (%)
100 100
807 r 80 L
1 i L 1 i L
—60 '_60
o | |
& &
40 407 i
20 i 20 i
0 - 0 ‘ ‘ -
Hematopoietic - + _
Failure | |
* *
[ ] Initial Analysis
% P<0.05

[] Latest Analysis
10 BARETAUYUHADOPNH BEFICHITHEMALEHDOEEL CDSI RIEEDEE]T)

(3) %V PNH % A FIMERDE 7
IHETRARTEZL DT, A OFETIZ PNH OFRIE A A 5 AA-PNHIEBEREIE S 2B 5, AA
& PNH OBEN R S C & 72 42), IREIEOESRITHENEMAGTENARE L 2 o7 M BEHE DL 1T
(13-52%) . PNH IfLER (1%LL L) ZEFo TV D Z & 23H > TUN/z 43-49), Araten HlE, CD59 & DAF ™
THROEEHWE LS 7 o —Y 4 b A NUEEZHSL L, 9 AOREE A D) 22/107 flia o
GPI FatEfifm 2 M L7= 50) (M) . He#Hy PIG-A I FEROBEEDE N Y V2 L 6 DIHDIR
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HrC. 9B 6 BIZ PIG-AZRZRIE LTz, 0550 1 HTIE, 164 BRI LR US4 ZH R
S, ZOZ EIFEE NCHFIET D PIC-AZER S EMAF (Bh55) MlaiciEZ > Tnad 2 & Z2mmed
H5HDTHD, LLAERMNG, de novo PNHD KL 912, EMEBMIGICERNEZ > TN EH 1
FAHATH L L, A< & bl AOIEFEFHERE CIEPNH & 1 ZMERIFIER LW & 2R LT
WH Lo ThD,

ZZ T, PROIX Araten © B AIEEZ W, 54 PNH # A Z1ER (0. 003%LL 1) OFEM7Z R %
ATV, 100 Bl oD AA JEFEITI 1T 2 GPT fatERifa o figtr L v . 88.6% (31/35) DARIAHMIAH GPT &Ml ia
AL TR, BERESTHIRER 5 FLUNO L DX 68.6% (6/11) &, 5ALLED 20. 4%

(10/49) IZHLTHEETHLZ &, I HITIRKFERTIE TRBOIB X 7219 Flo 5 HEIE L7 16 fliz-ou0
TIEERE LTPNH Z A FIEROY A RFIERLTHD DD, BRI EDDEEE L TUIED LT
WaBZ EERWHLRZ49) [I] .,

SHICHEDIIMS ITOWTHAEN T L, 119 RA F1 21 il (17.6%) 2 PNH Z A i Ek (PNH'RA)
AR L. PNHRAIZHEAKR U CREME (RS, 4.8% vs 32.8%, AMEAIMHE~DOER; 0% vs
6.2%, 7 v ARV (cyclosporine A, CyA) BU&ME: 77.8% vs 0%, HLA-DRB1*15'; 90.5% vs
18.5%) THHZ EZRWHLAZE3) [M] ., Dk 572#A PNH % A 7lEROBHIZTEM % %2 T
WL7=0, REMHEEOMEINZZET 2 ECTIHEFICAHTHLIN, 2D DIERIDIZ E A L 23 PNH
WCHER L T DT TIERWO T, PNHIZBIT 2 Z 0D 2 4 7RO HFEEEZITIZ &0 L,

9. REIEE

) IR - IREIE

(1) FIEEEATrA N

BB REAT 7 A FE L LTl Prednisolone MA< AWVHILTWAMN, o AT 1A KL bt
L7288 &3 72\, Prednisolone 138 L7283 A 65 BEICEHZTH 20, BHIKE 2RO 5
BAITADTIERVWZ LRV, £72, BEEIZOWTIX 15-40mg/ B O B & 5083858 (&%
67%: 12/18 ) BIXVEHWEAOHER TENTCWD ET25HERH 5 87) [I] , Prednisolone 60mg/H
DOlF B %5 TRt L. 20-40mg/ H Z#EFFR & L2 A OARHRIT 58% (11/19 #) T - 7= 88)

(] . AOEAES CYRF) ReRMEs mfEE A IEEEO Ltk L[ 7 A7 7 ¢ THRICL S
L. Prednisolone & 58 (FWID 2 ML 30mg/ H. 3-4 1% 20mg/H., F3LAIL 5-15mg/H) OF
RT3 TH-7-89) [I] .

(2) EHARMEATEA FE

BEHREAT oA FEITEHIEEREZZ2TAPNHIZAZRITHD 2 E Wb TEY, D7 & H550%
DIEB) T B NDEIENR I BTV S 87,90) [IM] . AIMOEAEE (CYEF) FragihidmEEFRE
FZEEEDRE R TIL, Fluoxymesterone # G- (D 2 HREIE 20-30mg/ H, 3-4 # 1% 15-20mg/ H, %
AVLIBE X 5-15mg/ H) OAZNFIL 4% TH Y . BIRIERE & G B e R MERB O BN 2378 41 7- 89)

(] .

EHRYEAT 74 R E L Tl Fluoxymesterone 23N WHN A Z ENRLWN, AKX LEHATH
HEWHITET AT, £2, BARMEAT v A FEO RS GHI B T ARz MR Bk
DOENENEIMT 2IERMRHLDT, FOEEEET=H—FT HHELEETHD 91), Danazole IFEIE K
BATaA FHES Fluoxymesterone NELN D PNH FEFNZ AR TE &3 284E (5 FlH 4 il TE e/
Mg ots®) 2380 92) [ | oOEARILAT oA RENESTH - 7= PNHHIZx L TAR D
B2 & 5 3K & B s, 5% T — 2 OEBEEILETH D,

(3) SN

Van Kamp 513 4 51D PNH BBEFIZXF LT CyA 25 L7c & 2 A, AA-PNHIEEREZ 2 L7 2 il 1 T
CyA %5 X0 mERE AN L=93) [I) . #EXTH-7= 1 #iliL. ATG & Androgen DI 5IZ X V&
#L, HHAZRPNHZE L2 2630 T N L8R Th o 72, Paquette 5% 7 10D PNH B3 12 ATG %
BehHLIZEZ A, SHITMEREOEMAERDAEN EEZbNT=94) (] . ARENTT T/
30000/ pu L AKJili O FHEKTZRBI TH 0 | WM ORREITIWVEF TH -7, 20O X 2 ITE IR % 1
9 PNH 2%t U CHREMEERIEN AN TH 5 2 &1, PNHIZAH B 55 BRI B 0 g e 12 565
CHLDTHHZEEZTRBELTVD, WTUZL T, SEMHERIEICOWTH I 67257 — % OHEFM
BURETHA D EBbhb,

(4) iRk
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7R T U CIEREIC i 2 LB & 55 03, 2 OJRRNEMOGAITIE, @i 2 /5% Offic 3
57>, Prednisolone ZEHZ T D 0EiERmDOIND EZATHD, LN, BYER EITE-o
T%ﬁu%mﬁib ANEZREURE LR T T 2870 Shb, X, BHIEERE K
TS AT EMN 2N 2 ET 558055, MO, MEICEENLMERCRE I a7 Vi
&%@%Lt%@f@ﬁ%m#%VEMT%t# 18 O IR M BRI CEEBRICEM A b 72 b7 F 6
RO Th7e e oWMENRH Y 95) [M] . FEEIR B 2AAR Y ICHLETH D058 TnD,
— AN SN TV D IRIMERIRER  MAP) XIS AMEN RO T, TN THEIZE LRI H I
Bbi s, izl S &I To T~EZ B By LLg B ST, B PNH fLER O FE A 0380
Hl &, B RMEROLRNFRICHE 2 T, WAz 6nd 2 & HERMNICIEE 2 b D N ER
WZEIIFERED M TR, Wi X 280BF L BEINL5OT, B FE WS BIE LTl
MIF— B ZRTERVE &1L E W EEW,

(5) IEMmEAESA (HST)

BIfED & Z A HST 73 PNH I3 2 ME— DRIGHEIETHH N, T E TORBERIEEZE 9 ITRT,
Saso HlE. 1978 5 1995 FFDOEIZAR X 41, International Bone Marrow Transplantation
Registry (IBMTR) |ZX%Ek SAL72 5T IEFNZDWT, = OBRIRGE 2 T L7-96) [IM] . 49 Bl BEFHE
3. BHEATIC PO 40 BAL (1-130 BAAL) i %521 T e, BRRTALE IR 2 Th > 7253,
Busulfan & Cyclophosphamide & % VM Cyclophosphamide & btz AW EMN L o7, KF—
E. —IPPEREIA 2 B, HLA 8 & RIAE 48 B, HLA A JEimkxE 6 1, M50 HLA # & i fxa 151 C,
BHAERIX TN Ch -7, —IIMERIIEREIBEO 2 BTV A7 L TR Y | HLA A R B O
2EAIFERITI SN TH -T2, FERMBIBIZZ 72 7 Hl Tk, EFITEN 1P TH 7=, 2t GVHD
(graft-versus—host—disease, FHEF XIfE TH5) (grade 11 LA L) | 84 GVHD OHEE L, FhEFh
SM&S%T%otO%E&LTﬁ\E%(7m) WT$WK(4W)\W%(3W)\@m(3W)\
PR B AEGERE (2 1)) . i (1) THotz, LAEOREED S, HST (2 X 5 PNH B D5 R
134 50% T, #m%%m@m@mﬁira&# LTW5b, LL7AanbZEnk, HLA @A [E s
TTHEBINEFEL TS EOWERLIT)  [IM] . T A2 ERZE L2 IE s BB T 3 F25 53 5k
Lzt oWENH 5 98)  [1] ,

WH:%T%%T®%%&@W%E1A®& AN, PNHIZ—EOREM Z R &, —RMICEY T#%
Eﬂ&ﬁ$f%ét . B OBEMTEEICER SR TIER S0, F72 PNH TIEF ofkE T

WCHREMRT 5 Z &#ﬁ6m1kb5ﬂ\_hﬁégm%%ﬁm@%%%%b<bfwéo%%@%
Wi % A CHDH L MARIE, KIET 2R MAEIE, EEZRPLMERBE A £ 2 EFIEIT S TV D
X9 ThHb, BEFmIZIX., B L2RWIGAE O THPEEREIE CEN THUBMBEEX R %2 LRS54
PBAEOEIS E 72055, Socie HITX D &, ZWERICERICMARIE DEEFE D H 5 BE O 4 FATFRIT
40% &K< 6) [I] . 20X 5 ZRMERITIX2WE 2> S HST 2 /& 8HIC R — MR AT 2 2 & 3 HELE
ENb, BELL, BEMTPHROEE CHRARETHRARK T (FmabR<) 23, BhLES OREHxgIc
bbb EEDND, L LAk, BRES T HMEICIERT 5701201, BRG] & FERBREE] O LLik i
MRV ETH D,

BT, HLA 4 [AE X 0 B BE IR AR A et MR 2 52 1. PNH 23 Ffif L 72 JE B3 s S i
99) [II] ., 2+ % 95F T Childs &%, 5%l PNH BT U C B BEFEAREE R A M i MM B A 2 47
-72100) [I] . 4 {5173 HLA A [F e A, 1 613 HLA & & HBE Th - 7o, 5 BIleflingk
17, BfR (I ER & JRiMERD PNH MR ANE L) BT (FPo@lz2if 356 H) | i & M8 e < oz,
3B O MmARPEER] TiX, PNH AR 2N I te, BrgEEEA T IE L 220 o MARIEEFE L TWh Ry, 1o
ZHERE T, BHEGINEMEREA RIS TEBY . A0HER <Mk, HEEZK X, 20X 512, PNH
WX L Cidde L A B BEFERE ) R A M s MR B D 5 3G F) G, PNH OB A RKIZ D72 43 D AJRE
PR TX B30 LRV, —F, RAYVOZA—AIZEEPNHT FIIC 7 AZ T L & 26y @ TBI
DORTLE TR MEMIEZ H e Wb b I =BEA T L, 4 BIEFLTHDER 36 (WWThb Ik
Mg E EBAE) OBMEEEDGEZ HRE L TWD 101)  [I0] , FE i oo B Rk EE A KRR i
EIBAE CIIBAEREE D K LR A K FRSHOMETH S ),

&9 PNH[Sxt9 5i& Ml HE RLAE

EE BEK K — EFEK

Szer J et all02) 4 HLA 78 & [7) s 3 3
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— PP A 1 1
Antin JH et all03) 4 HLA A [F) 4 4
Kolb HJ et all04) 2 HLA 3 & [R1 1 1
— PP A 1 1
Kawahara K et all05) 9 HLA A 7] fa 6 6
— PP A 2 2
HLA FE3 A& i 1 0
Bemba M et all06) 16 HLA 38 &[5 e 16 9
Saso R et al96) 57 HLA 38 &[5 e 48 27
— PP A 2 2
HLA 38 A 1 fax 1 0
HLA 78 & FE i 6 1
Raiola AM et al97) 7 HLA 1 & A i 7 7
Woodard P et al 98) 3 HLA 18 & FE Mg 3 3
Suenaga K et al*99) 1 HLA A [F) 1 1
Takahashi Y et al*100) 5 HLA 1 & A i 4 4
HLA 78 & M 1 1
W E 108 HLA & A F iR 90 62
— DR R i 6 6
. & & 3 1
HLA & & 9E M. & & 9 4

*EHEIEIRA R MR MR IE. EOMEETERBIE

(6)  EkAl - HEmR

MO PNH TIEIANE 7B E VR, ~EVT D VIRE R LEE KT 5720, £ < ORERITEE
RZRIELROTV D, LIz > THAIORAEG AN EEX BNDLD, KHRIC~ETBE VR
S 2 ARV D D O THESLETH D, ThUT, SRAH G & 0 MRS IED Y PNH R ML
EROBEAEDTUET D720 L BZ DD, SAIBGITBAES] TIIE LIEX 200 ZE LWV, BBk
UVE 1S EERE B C I B A YD Z IR SN DD TR TR EEX ORD, TORIISE
MORIE L, WEMOFEREZERICBET L LENH L, SARRGICIVELAFRE SN L5E1T. @
M4z &> THRMERPEAZ I L 2223 b EEAMH AL L TV 2 & blATI W, IOy PNE Tk, 18
HHNCRMEREEE R TTHE L TV D 0T, HEROELE L HLETHS D,

2) IRIEFE
(1) EIRIEDIER

BPERMIZ L CRIBRERNLE L ZHWDRE ), FAMERIEICH L CRIBEERLVE &2 — K
FINCHE BT DB mR OO D & ZATH DN, IBMBIERFOIREORA v NI, Ao, &
REDOTR, BXOFEROBRETH D, MK XS5 REME (o FFE~T 27 o v o OdEieE) |
NT R Tavergh (i~ s e B REHEE) | MBS UCRMERENIN 21772 5, E i
BMOEENROHZI LT, ~ET/n U RBEEZ—EM (9 g/dl F2E) LLEESFET, AodEm 7 «
— RNy 712 X0 FHRIZE5 ) PNH AR M ERIE 2 0] T &, IWMORRICAEZI T 5, W IEOFK
I, FRERZIRIL (RITCAEiR72 &) THWRY | EYETH L Z ERZ\W, 22T, FTEYYED
KA, JREIIS UL ERIE 21T/ 9, @E IS ERGS LHUAERZ D2 HR LR, £
AT R 7 AR UG THEMET L TWHEBE T, BESYA AT a7 ¢ L A g
RECHEBREZRLOMER S D, 7B, WMBIERICEEREIC L VROBROSRE LGS T, —FF
B LERIRE T 7 ) — iR AT/ o 720 . BEEEOMRRO - DICHMEAZH 255G H 5,
HRALSY CO Z e R RHET 5 PNH B Tl ARIMERD RCERBFRMERTH DI H b b,
HE AR CIRIMABIEAE Z 33372\ 23)  [I] o ZAud, #IRTEME(LRRES 2 80 © = Uil BE R
MERDHFAEL CHIEMEZ 2> br— L TEXE3FEEZRLTWS, FEE, fRICL2BF0EOELE D
Co %7 %k MEHZ a— 2 HUK eculizumab 23EEAR G S, F UWIRILAIEZW R 2R L T 5
107)  [IM] . BCK CHERRIBBROBME TH D08, RHA~OEARZ I N TN D,

PNH BB E OB AN HE L RIICh =52 80 b, Wiz o —/WZI3IERERICE
TAHEAEEDRENEE THD, HEAFETHRMOFBRE RS L5 L0 RITA L H>IFET S
(il . X2 C REBREEZS 24) [W] | BETOTEDD I BONRLFEREWENTT 570 E) |
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EHIT, VoL AVEMREERL Z X, BRORENRELESND Z &b, HEEFITEDICER
WRZZ2T 2L 0ICHET S, 2oL REEICLY ., BWILRIEICL DG HEDBBAHfAF S LD,

(2)  MiD TS & 5%

MARE X PE RO B R IR LT VWO THEERLETH 5, Mt Tkt nBEE o NRIX
WET 22T T 6720,

MARAE B DF R 1T RN AR A RO~ X ) VB AT 5, JERUGERIT T AN TY—7 7Y
Y ONARIBE TN D, FETIE 0% FOPNH 7 v — o 24 5BF 12T, V—77 U v OFF
B 52179 RE L OWMEDFHR N T Iz, REFNCEST & EDTIEZeV, Budd-Chiari
JEGEREN HSTIC X 0 BIFICkFE Lo OMENH Y | EE R MARIE 24 0 K3 ER TIZHST 2 589
R EEbhD, 2080 REMNCTERBME E BN LERGEIIE. ETEMBRAA TDR
LHRETHD,

(3)  EIMAEDIER
PNH D 3&E AT % CyA, ATG, ALG S5 Ml Al 2 W 2R o iciE, BB Teda A 1T 5
WINZHELT B, £, BEEEOEEZAMIZH L TCE ) Aa R T U RNETHS L, BEEOAM
B (JFHPER) JAEN B Y JRYLE 28 v 9 K 5 ZRJEFNZ % L CIiL 6-CSF (granulocyte colony-
ststimulating factor) DXEZNTH 5,

(4) WEROBRATA R

PNH fB38 CIIEIR T 5 & MAREM AR E 2 0T, — TR I e, £o, iR E2 2
PNH 35005 Z &3 b5 50, ZHUEZ IR PNH OSER ZBHE L S5 Z & L B
LCW5h, PNHEBENMEET 5 &, LiIZLiEa M, /W dE e L, FizmeEmicm<, K
DEMEENT IO REIHEZHEVEISRNE S TH DN, Bk TIXERERE T 2 HER T
THURBEBETICa br—L R TIEV—77 U v, ABEHFIE~RY V) §75 2 LRI T
W5, BRIEEICEDE, S AOBARANEEN 14 AOTFHE 5 AOT AV DEBEFEN6 A0 ita, &
HFHPE LTz, (ERRE T IR 2 A OF LTIESIZ, BAR LB, 7 AV B 46T, BN EOHEIC
XN B edhotz, ZOXkIIT, TYVTIEM TIXENRRMARB R AT 200 T, & ORREHiEEE R
FBIZE D2y b — A RBLENNISHZOBRETH D,

(5) NEBFEOBREAA R
Ware HIZ XK 5., 1966 225 1991 DM Duke KFEZZ L1226 BlOT A U HEE (21 FLLTF)
BEOEFLEDICED L, 4B (15%) OHRNBEHFFICA~E v BV REZE LTV (7 AU RN
50%) 9) (W] . 1561 (58%) 2SZWiREIE B MR 2% > TV, BN TIX 25%ICiB & e o 72,
26 BlEFIA, A EREE M AR -7, 841 (31%) AL 720, FRAFMMIX 13.54FTH
ST, PLED X oic, 7 AU DHEFERFIIRAERE I UBBGE A2 mNm, BEETHD, L
T2Mo T, BHICHST # BT R_RE LML TWAD, TDAETORE TR, KLTIEILTLL Z
IWVHHEIIE NI S ICE PN D,

L EP U

1. KRR [FEHEBIRIFRFIEFERSBIEBOE G 2R T 27O OFEMIEIE) k1 14
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