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1.

1) FUoic

FAEPEIR I ~TF 7 12 © o R0E (PNH) 1%, BEFD 49 (1974) FEICEMMER A ERBICHEES N
TP ERI SRR L LTCHRY BiF S, AR mAEM Y (IR 4%E%)rio
Tﬁ%%ﬁﬁ DRI N, TN BA BICED 30 FMIChblz o TERBRIC X v S, HR, H
RE. W, TR, T% 72 SIEIAWVEEIICBE T 2 M ZE N A DAL CTE 72, PNH A 13K A3 REIK
%&%%@ FoTeuzbNERESTONTE T, BIMMHEMLO—FHEME L TORTRL, B
B xR & L COMIEE R, Rk 5 (1993) EDOART LD I N—FI12 XD PIG-A

T

BRTERORALLE ZICH &KL O FAEWFNRMEIT, 2O bREBOEM 2 — A S8
EWVWoTENWTHA D, Tk 13 (2001) iz il@//T/WAFmH&E@%%- S TR TE DR A
M) DEETHESN, RORENFEE N —RICE L., EEBHAOKENEENT-, TRk 15

(2003) 4E|Zi%. Duke Symposium on PNH A3Ef7-i1. l%ﬁm%ﬁ%ﬁm&btl P NHHEMFES
# (International PNH Interest Group, I-PIG) 23fHfk S #v7= I-PIG 13 ¥ 9, EHEMIC@ET 22
Witk L BT A R TA LV OERED S L, Thazartrh R« X—=_—L LTAKLEZY,

ZO IPNH OBZEOBITA K| X, 20X 9 2EFEA 2 E RFHT D TER SN T-REN H
L, PR 11 FE~16 FEICTbive EAGEEFE SRR ESURMIZCEE  FRR Mg m
PEE B9 2 RAEMIEEE)  UNEBE) @ 6 FEMORAEFIIEEN 2 RET 2 BEHRAV LI > TE D,
ZOBRTEN/EMAOLDOTHLHD CER 1THES A) . TO%, DNBIE Ok 17 FHE~22 ) |
BJNPE (CFRk 23 8 ~25 &) | %%%#m Rk 17 4E 3 H OERSy kR, Rk 23 4E 3 H ok
Rl T, Wk 264E 3 H LRk 27T # 2 AIZH D UETZITHO b O TH 5,

2)  AERIE

SRR TR k= B9 2 HAEMIEIE (FIE  /NEBEL) oOWFEE %2 s
N E D PNH BF5EE O %215 T, %mﬁﬁkﬁﬁ@ﬂ%ﬁ4P¢W®tb®U X T ITN—T %
#mE% L. Evidence-based Medicine (EBM) D& X HIZiR-> CTE AT EBN 2o T o 2 &HH+
D X DI REHEE 2 E D 7,

U =% 77N —7 TR S N RIE. ERCHFSEBED SRR 25 4R A R BERMR 2T IRR S, BET
DH WIS NI,

(1) HERRA /N —
PNHZED BT A RERROT=OD T —F% 2 V7N —T DA AN— 3 FRICHH L8 Th 5,

(2) BHEE (7 AL~

I U7=3CHki%. Agency for Healthcare Research and Quality (AHRQ) O EF L AL ~JLDJE
%K%w\ﬁ%¢é$iﬁmﬁﬁbto

T, 4. EF O ICHELTUR BEAFBHE EFI FIE KBRZ) (L2 10 FE2ERE
DR Z Y, BRI B IC DWW TR 11 RIS B AR U 72 B K PRI AR A A 28 O Bl 4 H o0 ﬂﬂb‘f_o
PNH IZFRFEBRTHY ., ZHETICTETFT VX LUL D& WERRAFZE I3RS TR 2 LI EN
METHD, BRICEHIN TV B ERIIE, RRECMEANREENTHDEZ LICHLHEE Tﬁ%f_b\
F7-. PNH OFFRBIICKAAG EBRPEEZELT VT AETIE, —EOEREZBEDLZE AL
SN TWDDOT, KDL OMEZEPEOIEFNCZ O F EH#H T 5 DOIEAREY) T o D rTREMEH 5
b,

AHRQ (Agency for Healthcare Research and Quality) @ Evidence Level &%
Level of Evidence Study Design

Level Ta  [H¥DF v ¥ MMUHEGHABRO A AHFICL BT EF v 2

Level Tb  |h7< &b D07 ¥ MEHBHBIC L5 07 v &

Level Ila [ b —2D LTV A v ENTZIHET VX 2LEHEBRIC LI 2T v R

Level 1Ib [ &b —2oDMD X A 7D XL TV A v SNFEHEEBRHIFFIEICL DI ET A

Level TIT |& < TH A ENTFEEBROGERINIRIC L D (LLIE-CMBEM L, 7 —A 2 bm
— Ve ) T R

Level IV |[BMZZRROWECEIL, 5% EHRE DIRKERIZ L 5= 7 %
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2. EE (BAHEE

FEAMEMHER M ~F 7 1 B RIE (paroxysmal nocturnal hemoglobinuria, PNH) 1. PIG-A BT
BRINERZ R o TG M fin s 7 v— UPRICIER L7aE R, fifiRic X 2 B NEm (7 — LAz
M) ZEMETHrEMHMIEERETHS, BAERBMERM (aplastic anemia, AA) ZRF LT HHEK
PEFEAESEEAE L LIZUIEAOE - HMABITT 5, MARMEIIARIRE] CIIRH TIEd 505, PNH IZHEEA 72
EIHETH D, FHmTIEIH N, A MBE~OBITLH 5,

3. DWrEYE (Fak 25 FEKET)

1)
2)
3)
4)
5)
6)

1)
2)

2)

1)

BRRPTR & LT, AL, $#EOENRIRM~NE B E R RRER~EER) 2R
5 LB, & EICEIRLAE, MmN, BERGEE AR 5, ERFBIEIT RV, FHit
2 U IR AR 8 TREAET D,

T OBAF A LIXLIEARALN D,

Aifds KO AMER, /MR O

Mgk e Y L e i ES LDHE EA. N7 h 7 r e AEET

REFEO~E 7 v BB, RIGEDO~E VT U Gk

HHRERT NV HRAT 7 2 =B A TET, RLEKTEFral) =277 —8KTF
ERETRF RN (HREITBIER A W METER S B %)

Ham (B& A M7 ¥ 1) SRBR 5 3 72 (3RO HE K GBR B5 1

FREEERAT R, MEFTR LU PNH 258, LLTOMREFTRICZ VW2 ET 5,

B — b ZRBR s faiE

TV A )R AT 7 FFA v h— (GPl) 7o h—REEADOKEME (PNH &% A 7
ARIMER) O & E &

R, BHAER, ROEARESICL > CFRERESEZIT YN, 2T Lb0nFhnic
YT AMEIT R,

PR PNH R ILFT RS B 40 D)

(1) B PNH

(2) & #HEA~ 47 PNH

(3) &A% PNH

TRIFT LAY & 23 T2y PNH & A 7 M ERBG M OB # AR 20E  (BERAY PNH &1 B3 5)

= &

TEEZW O HOWMAT R & Ui, Mm% LDH i 5. fEiRmekiEin, B#Ee Y L e Al
FHE. MEANAT N e B MEIETRSEIC/ D, PNH Z A ZHRIME(TTT B A3 1984 1,
M35 LDHEN EH EFRO 1.5 Z Ll ETh X, BEEM PNH &2 LT Ly,
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4. WMFTRICESWCEEE S (Fhk 26 FEKET)

O JE TRELASS
HRAEE LLFD 21HH 74
. ~NES 1 E‘/Z);%r“ 10 g/d1 3
o FREEEERIM AR
F7201F KR {aml%fé{’%%
HOJE LLIFD 21HH &=
s NEZBREVRE T g/dl Kl
El ke mﬂﬁﬁﬁﬁi‘fzﬁﬁii@@%%%k%é
M ﬁrﬁml%mu
F720T EHEMIC WHEE@ME&“D EURERB O HENCEMRBEIEE Y KT

A1 A REER I oD H 221, M)E LDH fE CIEH IR 4~5 (5L
BRI H 221X, Mg LDH E CIEH FIRD 8~10 fFFLE

2 EWI 7o AR M ERE M. & 1345 A 2 AL Eolgim 23087 & X 2 f55,
WIMFEIEE 1L, BIEIC K VMmN ME L 72o72 0 ABRNME L 72 DIREE R T,

E3 BRI & IFARIC 1~2 BIFREE, S &I ENLL EE T,

74 MARKEIZREAE - AP HIVUXEIEL T 5,

5 EHECIE= 7 ) X~ 7 OIS S, PEE TR IS &% 2 DD S, BIEIC S i
& IR DIEBNFAET B,

5. & %

1) FAHE

JEFE OWRR 10 FEZEFREI (KEFI) oR(LE/EAMEEICI AT v r— MREICK D &,
OAEICET S PN OHEEARERIT 430 ATh-o7 Y [T . BEHEECEL X, FET
17, 600, 344 ADfE AT LT 1975 4EH D 1984 £ 10 ERJICH -V B SN -F/HEIC LD L. 20
RILZ 22 4725 PNH Z3RJE L, 100 T AHTZ D OFRIEHEIT 1.2 A (range: 0-2.8) | TRMAZFIL 6.93 A
LHEEEn Y (1], MRICIERCKB X OORETIEELEMNTIE 111 THLHN, TESLZA 2 E
OT DT #HETIIERENC BV ERESN TS (F1) , ZHHOHEIT AN OSSR TYH
b, bR BRE, BEFEEREZGET) SMoNOBENGH L0t Liv/zn,

&1 PNH RAEDMIBAMEZEDLLE

= JiE K TR T Btk
Le X et al2) H[E 476 400/76 5.3
Huang WX et al3) 1 E 128 96/32 3.0
Kruatrache M et al4) 2 A 85 62/23 2.7
Hillmen P et alb) A XU R 80 33/47 0.7
Socie G et al6) 75 A 220 100/120 0.8
Nishimura J et al7) T AU D 176 77/99 0.8
HAR 209 118/91 1.3
Fujioka S et al8) HA 133 73/60 1.2

ZWEE (WI2HE) Al RERMEE MRS BT 2 PR EE O L EAF TR TPNH A (2 81T 2 PR I
L HARBEO B KAL) OF—HIZ otéé:\ HADS 45. 1 5% (range: 10-86) T7 A U I 32.8?;%?2
(range: 4-80) Ikt L CHBEICEN-7= (K1) 7) [M) ., 75 20@ETIE33 5% © (0] .
FUZOWETIT A2 TY [M] . BAL 82 OFIBITIZIA - TWD, ZWRER A 1T, EIKT
1 20~60 WANIZEARAURLSEIET DI L, 7 AU AT 10~30 iRy —7 2 e 2 F D%
WA T 5, ZOETBELL, BKOFDHEHO PNH O% XA 0 HLBITLTL 26808202
& (M) . AT OTEMTIZMAIEAZ X U H L9 5 PNH AERSEH TRV DICZERERCT
WOTIER N EEZ BN D,
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T*rUAh

Az
(N 50 — - (W50
40 — o - 40
30 - - 30
20] I 20]
10] T Tj [ 10]
o s L

T

0 10 20 30 40 50 60 70
R FS

X1

2)  ERIRJEIE & B ARIE

LD HKHBGRAIC L D

0 T T T T
80 90 100 (¥) O 10 20 30 40
EHRFR

50 60 70 80 90 100 (F)

AARETAYAIZEITSPNH EEDOZEBEER 7

ZWIRF O RRR TR & AT R oA % 2 1ox3 " [1]

£2 BERETAYNTETLZHBORKTE ERERE D

HAR TAUD

FATIRE SEFIE (%) SEGIEC (%)
BAANRMEA M 79 (37.8) 51 (29.0)
Bl S R R 10 (4.8) 9 (5.1)

HIFERE R
NETEE VR * 70 (33.5) 88 (50.0)

2 1. * 197 (94.3) 155 (88.1)
HimEk (GFHER) wib * 151 (72.3) 80 (45.5)
/NI * 132 (63.2) 92 (52.3)
R YRE * 7 (3.4) 24 (13.6)
A2 SE * 13 (6.2) 34 (19.3)

TR AP i Mean =+ S.E. Mean * S.E.
HGB (g/dL) * 8.2 + 0.2 9.7 = 0.2
MR AR M ERE (X 10%/L) * 78.3 * 6.2 195.3 * 13.1
HiinekEe (X 10°/L ) * 3475.3 =+ 137.5 4947 =+ 198.6
I ERE (X 10°/L ) * 1781.6 =+ 132.5 3005.1 *= 156.4
/MRS (X 1091 ) * 96.0 + 5.8 140.1 *= 8.6

LDH (U/L)

1572.3 £ 91.7

2337.2 £ 405.6

*; FX0.05

FATIRZE L LT AN ZRESBEREE IR, HARD 37.8%TK LT A U A 29. 0% & HARNBLRE o 7273,
BRI EBOEMARE (myelodysplastic syndrome, MDS) DH#EELIL 5% TAILRMN -7,

W AR OBEE 1T, EIMASER EE X SN A M, AMmER (GFPER) W, R 1
HARTHEICED -T2, PNH OFHAER EZEZXONDA~NEZ B EUR, BYUE, MARIEILZT AV

D THEILEG: -T2 .

CZWIRHR AT S AR, B A EEZ KW TS5 ~Er ey AR, PekE, m/ T e
ARTEY BFEEEOBM 2R Lzoix U, Wil 2 SO 2 MR R MER, LDH 137 A U A Tk v 2E

EEO@EM Z R LTz,

WEED B KA T X D B R R O i >\ T b [REEICR 3 1Rd (] .
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£33 BHERETFTAVAITEITHERKZEAT)

HAR TAUL
A OHE SEFIE (%) SEGIEC (%)
A4 76 (36.4) 58 (33.0)
AR * 9 (4.3) 56 (31.8)
HE R YSE * 19 (9.1) 32 (18.2)
Bl S BUE R 8 (3.8) 6 (3.4)
M 157 6 (2.9) 1 (0.6)
BARAE 22 (10.5) 16 (9.1)

*; FX0.05

P OAPHE & LTk, PNH O & BAIEIR TH D MARIE, BEIERGYEITAREICT A U BIZEh o
72H00, EIAREOEEIZIZET D)o T2

PlEozZ Lid, 7OTEM CIREMARSERN TR TH D OIHR L, FREFCrd i 72 PNH ELR
NEMEICHTWHWAZ L EZR LTS 0 & Bbhiz,

3)  HRESR

PNH CTIXHREMBELZVED L VIO LEMO—>Ths, TOHEEICEHL L, AXU 2D
%V EFRICHNAEbH L 00T (] | 77 20®E O[] THHPEO H KA "
(] THHENEW %FETThoTz, ZhiE, BWIEEOBEBKI O NE - T, I HICEMEEDORE
BREDFZEHECLTRBY, ZNOLOEBMNREECEENEE THD, A XU 2D 80 HloHwmE Tlx
HARE MR & W STz 12 BIZ DWW CRIBEZRBR U BRI AT LT, ARIMERSCIFHERC PNH & A 7 fllfia 23
HELTH, DD PNH Z A ZHIFN Y 8 BRICITFED Z BN ShTws ), 8265 Zhid

U U REMBEDFMAENTZ DT, PNH 84 7 2 — U B L TH, Vo 3R PNH 7 m— 3k
HHbLDLEEEND Y,

4) FER
YILO A K BRI L BRI R 4 1R T ) [IT] ,

x4 BERETAVDITHEITHEARBMET T

HAR TAUD
BN SEFIE (%) SEBIEC (%)
H I, 9 (23.7) 4 (10.5)
HE R YSE 14 (36.8) 14 (36.8)
ik Ehe * 3 (7.9) 16 (42.1)
B BRI BUE R/ B R 6 (15.8) 3 (7.9)
B4 7 (18.4) 3 (7.9)
S 2 (5.3) 2 (5.3)
JR IR~ BH 0 2 (5.3)
%; PX0.05

FERBIFRET ONFRIZT 7 LK TIIRE < B> TR Y TUTREF TIXHMm AL < (10-40%) |
MRRSE 23D 720 (LO%AT) 27, —J7ROREI T, MARIEA 2 < (30%LL E) | A b 7auy (20%4
W) LRSS T,

5)  ATEHM
WHED H K HRFHEIC & AW oA R (Kaplan-Meier %) 22X 2 1x$ ? [] .



AR~/ a E UV RIERFEOSR A A R

BA Tr*Uh
BEFE ) EHFEE %)
100] @ - 100 .
80| r SQ L
607 r 60 L
40 i 40 -
20 r 20 L
01 R o~ ..nonono 7
0O 10 20 30 40 S0 = 0O 10 20 30 40 50 =
2k AR

K2 HARETAYAHIZETZHZHMEBEOEF=MIE (Kaplan-Meier ;%) 7)

Ptk O AL, BAMN32. 1L T AU B D 19.4 FIZH LEN- 7228, 50%EF IR Tk
HAY 25.0 4E, 7 A U B8 23. 3 4E L #1372 < . Kaplan-Meier OAfFHIMR CHMEMICHEE if;?ﬁﬁ
Sz, L LS, InETICHESNT 500EGFHM & D & HREVWLDOTHo72 (7
ﬁ/x (14.6 4) @ [I] . A XY = (10.0 4F) ¥ [m] . HA (16.0 4) 2 [Wm] . 7 A Y /b

W (18.548) ' [m] ) .

6) BEHIT#%

7T ADTRINFDOLERMNT (220 #]) (XD L. 1 MBIEDORE FEXELTEHREE (RR)
=10.2) 2 o1ﬁu£k#id>f“f\a>ﬁ£5§ (RR=5.5) 3 MDS/ZM: [ MLf5 (acute leukemia, AL) O F&JE
(RR=19. 1) 4 Wik 55 FLLE (RR=4.0) 5 HEDOIRELEIER] (RR=2. 1) 6 ZWriREo i/ Msi
(RR=2.2) D 6IHANTHABKEFE L TRENEY [1I] , £/-—F5 T, A 2DHIIED PNH I T
Bl ThH-o72 (RR=0.32) , Zh 6 OBFIFMAAIIZAEMHIFNC XY —HE&EmEENEE L TR,
ZD% PNH 7 o — BNHBL T 528 REL, 7 —rOhRTH U TEY, 3725 PNH ER,
BMASERNTNOERRBRZ EVELZOREA D EHEEIND, F-2WiRCBEIC e EOREE
DHDHBED 4 FEAGFERT 40% LK. 2D XK D RIEH TIERZWEE 2 5 E M i a & R
(hematopoietic stem cell transplantation, HST) Z/&FHIZ KT - MiRZBABTHZ LR IN
B5e LILEBRLT UTHITIHEEAFNE IR %< 72 <, FO—F TEIMAEIERBRNRED
BENHD ., BAOREZFOFEFHMWETERWNWI & LD FMBIZ AN TE 2T ER %iﬁb\

WHED HAKBFAEICL D &, HKIZKETH THRARE 71X, 1| ZBRER 50 YL E 23 Lﬁﬁ#i
JEEMER (A ER) WAE 3 BEERIMED A ThH-o7= (F£5) P [M] . KEHOHLORTIZ 1 2
Wiy AR E D BEAE 2 Z2WriRE MDS D BETE 3 MARSE DFAE T, AFRBID A DR 1-1E IMDS DFEIE 2 E AR 2D
HIETH -T2, MBRIEIIAMPUZIB N THLEEREGIHETH D, HENMES PEARK L LTHR
HT2IEEL -T2 Bbi b,

x5 HEETAUAZETIERFRFRAFD

HA TAUD
P fE WhHE P E w5
P MTIEE
50 ¥ LIk <0. 0001 9.5 <0. 0001 14. 4
BEE A MER (4FHER) P E <0. 0001 16.3 <0. 0001 30.5
I A iE 0.2 1.3 0. 0072 6.1
BBl B BUE R D BEE 0.7 0.1 0. 005 7.7
A OHE
I A iE 0. 052 3.6 0. 004 5.4
HE R YE 0. 0007 10. 1 0.03 3.7
B ST RIE R 0.03 4.6 0.9 1.4
B 0.003 7.7 0.4 0.5
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6. WA - FRB

1) i F

PNH D] DHA 1T 1866 4ED Gull I E2dIF Y 'V, 1882 4E Stribing T X » THEEH D I 4 A
MIZkB~ET v U RAEE L TOEBBANHES. Sz P, 20#% Ham 12 &0 BFRMEROMHEIC
% B METTHE SRR S - P BRI O IZE S R TH 7=, 1983 £EIT 7 0 Al Al
KR+ TdH D CD55 (decay—accelerating factor, DAF) 2NEBFRMEKTRIBEL TWBZ LB LMNIZ
72 Mg TR TE PEAL 0 15 A BERS 2 I L T U D CD59 (membrane inhibitor of reactive
lysis, MIRL) OO &AL 17 PNH Oy ML AR 7O KHBI2 K 5 2 & 234 L=, CD55 %
%MB%@%%@%%%%@#&:& & o THIERIEIELRR B OO B M 2 i+ 2 okt L )
CD59 1% C9 IZfEH L CIH{ZEEMHE 5K (membrane attack complex, MAC) DJERKZMHETS (X 3)
19200 D55 DIFABAI 72 KAESE (Inab FEIEL) C. CD59 O IEH 22 ERIC B W CITlid iz iz L 5
WiTA SR 2D, F7- W CDE9 DY R MEXRIBAE T, CD55 25 IE & A fff Tix PNH &3kl < & 72
WIEIMFESR R B D P hbDZ Enbt, PIG-A ERIZED CD55 & (D59 DOfiFE N KIET 5
PNH IMERDIEMAIZIL CDB9 KRENREMN T2 R+ &E X 6ND, PNH BHE T, 7oF72F €9 KB
ZfE o 72 BF T PNH FRILERAY 95% T » T HIRIMIER Z bR oT-2 &b 2D 2 L2 F T2 2,

C9

ERFMmEK PNH7RImER
CS

[ 4
Damage g0~ '
CD59 Y
Completed Membrane

GPI

Anchor Atack Comolex

ZO X DI, FRIZTEVY PNH ILER O FEFLE OFEMILEA & 2N S 7228, iR % 355 5 5 fiiRTS
MHEACHEREIC DWW TIIAB 2 32V, B T, FHE TH b T M mifiEt(bic X 2 Ffetd 72 i 23
HHNDHH, BEYSE, MEIR, B, EIE. B X 32 0 REER Y, S G, il SRk RFERIC
XV REIRIEME LN R Z 5 &, B CRERN (FRMBIE) 257-7, ZNoHEROFTHL, B
RINZ LIX LR E 22 2 DITBYYETH 5, MRIEMELOFREE T4 U b RYYE O HAEE & 13 1%
o, B ERERCEGATOLEERBPLBIENRFRERINIELOVEELZET D, I ORIER
FEVEPA ML, YL &5%@%&#@@”%%6@@#@% ZH S, Zhicx T s EMGTOH
RPUERD ST 2 2 & THRIBR O B R 23 TEMAL S5 72912 PNH M ER S B4R TA ML 2 35 = 3 & 78
ENnTWVWB P,

&memmL TR LTI, HERR G ORI EOR AT XV i CO, N ERE LEAMEICME < 72 DI IR D
ﬁ@ménékwoﬁ%”m\&%@%ﬁ%@%ﬁrmiwmedwmmMMe@%)@EmyP
PRI R L, ZTHRREREZIEN LT D Wi B THIASNTE R, £, 8AIR 512
HERIMTCHEE L, M NEMIIZ X 28R ZIRETEA 2R 59 5 &S Mt i, flifiz %wPMi‘
MERMRHE KT E7-DTH s LHMESIN D,

2) FHEREMLT

PNH 1fi.ER CiZ glycosylphosphatidylinositol (GPI) &\ bl A¥ENREE ZFH L CHIMEICH S
% GPT 7 v - m%ﬁ(@lﬁ)ifﬁk%bf%é &N S TN, @b@GHﬂP@%EEE
FIFIEH Th o 7= T P39 PNH MEKIZI51F D GPI-AP RIBOJFEITT > - #B45 DOERICE D 5B
%%%k%i%ﬂko*T%i\mH$%ﬁ%ﬁ¢LtB)/A%%ﬁ@ﬁ%ﬁ%ﬁﬂ ”\mH@
BEIIRAT 7 FONA ) b= WM N-TEBFAT N3V I MINTERED AT v TR %R
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SFAME Class A DERTIH D Z L 252X (ke 32323 gl y m— =0 Z7iE& AV Z 0 8E 2 Fafi+
D5 T phosphatidylinositolglycan—classA (PIG-A) % PNH OELEET & LTHE L ¥, 8
1EF TIoHE SN T-4E O PNHIAT Bl T, 178 @ PIGAERRFREEENTWS (®4) 9, 1 HHE
Bl TR - RENEL L, 2EFE TCOREN 822 Hd- (F26) . BEEXIISHESLETH
RGN & 27T A AEALITIE S 554 L hot spot IIfR(ER T, ZROBRE T L— A2 7 M2 Z$HI0
BT% & Kz i (£6) . 23 BITHEHEORE 7 a- V258D, 96 2 fITIE 4 BORE 7 a-
VA BENGRIE S L, PNH FECREfR SN CWiz Lo B a- EE WS kvixteLAAY
Iru- HEOREBETHLZ ENHoTE (F6)

3 4y 5 6
W rw 4 v vy 3 iw Yy v
N
CSOCORCS oF 8G\Xi>

v : Base Substitution

¢ : Deletion / Insertion

— : Large Deletion / Insertion

4 HE®PNHEE 147 FITRESNT= 178 D PIG-AEILFEED 5 % 36)

x6 HEODOPNHEEHEIHITRIESNI- 178 D PIGABIGFEREY <) —36)

I. Type II. Consequence III. Clonality

Type Number Consequence Number Clonality Number
Base substitution 65 Frameshift 102 Mono 121
Deletion Missense 32 0Oligo

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 u— HEKHEE

PIG-A R %8 -7~ PNH WS o— ALK L TiE U T PNH #H Ofk 4 R2ER 2T 5
biFThHaAN, ~UAAREME T Piga ZAEE LT PNH 5 /v~ A2 /ERk L., REHEBZSE L T A
W - VOYERITBIESNARWI E D, PNH ORIEICIE PIGA BERFP T TIIR+HTEEEZON
% 3D PNH IR LM ER IR 2 RT3 < . S DOIEMAREE LS TS, AL OFGEHZ PNH D%
fiE % J2 % AA-PNH JEMEELIIH < MBS, AL & PNH OBERNER S Cx 7= 2, 1EkEMAEGENA
ARETH S TZHAE AA 12, PUWARMIAL 7 =7 U > (antithymocyte globulin, ATG) . $TU >/ Ek/ =
7 U (antilymphocyte globulin, ALG) ZEDGEINHIHIENBR I EMEGFREL o7z, T
5D A BE IR P IC LV BRENEEEZ T EMAENECZEEZLNDN, ZNHDOHA
F D2 < 1E (13-52%) . PNH MLER (1%LL ) 2> T\ 5D Z &A% 1990 ERICA Y FHR W THE STV D
B (M), 2oz EnD, PNH 7 B— 3B R E 2 Z I S HMIICENT 5 L B2 60
.
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WEZZ BN TWD PNH 7 a— VOYEREF K 51287, F9EMEBMEIZ PIG-A EENKZ 5
(Stepl) » ZAUTMFATHHBHEICE I > TVD Z ERFERINTWER O Zh7Z T Tl
PNH 7 v— PR PNH OFER S R Z TV, FIITAM TR A LD RaE it iEninb s
L. BESL GPI EtEiiid = 0B )5k, PNH 7 o— y@é% 5 & 2 EE AR kRO L HE N
4% (Step2) o LOLZARARG, AA HIRIEL TE 7= PNH R°OFE @& M A44 £ 5 PNH Tl PNH Hij
DEENRENEWN 30% HWETT, TOHLRAMWREME TS & %;tc SEMCEYZELTND
BIMFEAETHEILEEZD L, 2T Tl A7 PNH (Florid PNH) AFiBA4 2 Z LR
1+ Th b, BFH L, Step2 THXTAIZHIN L7- PNH s 78 ¥ 1L 2 32892 72 9D IS BT A 6 0 IR
TR T, BUYEEEACHIE 2 FBE T D K O RN RE S INbY . S50 HINEFHE LURKN
TR, RAYIM & B PNH IR S U CIRBEITSERR T D (Stepd) .

Complement Attack

oo V%
BT Ahe Ay
© @ o @ (=)
RBC Hemolysis
<QC@@
PIG-A Immunological 2nd Monocytes
© Mutatlon Attacl;( : ®® Mutation ® / @@@@
600 ‘ @ ‘ SO0k 4 ©©% o
06 ™1 %00 © O N\ “T
@ @ =2 ‘-‘:O Platelets
Hematopoietic Relati've Expansion Absolute Expansion o
Stem Cells (Survival Advantage) (Growth Advantage) ® 0@ o o

® @@ Lymphocytes

5 PNHY O—>DiLK#ERF - ZERREHR

PNHY O- AR L TERERET BICITEHD step "BETH S,
Stepl: PIG-AZENEMBMAAICEZ S

Step2: REFMKEIZKLDEEFMATORE D & PNH #4148 5T A1 0
Stepd: E2NEEIZL S PNHEMBOSY O- ViR K

EMEEZ 5 & 2T HREFAEEDZ—- 7> & LT GPI-AP Z L CWiuE., GPI-AP #3834
HIEESMIIEE SN D DIICx L, GPI-AP # KT 28l = oEELRNLD Z L1272, PN
7 v — 2 OIEREF AT 2 ECRERNN R TH D,

Maciejewski &%, PNH 721 T72 < GPI FEMEMIIE & FF> AA 2 MDS (28T, MHC 7 Z A 1T @ DR2 B
EEOMEFOBEENEFHE LB L TEVWI E2RE L2 Y (], &5, EBHIE. BAD
PNH21 JEFI ZFHX, DR2 IC & NS 5 H DRB1%1501 & DRB1%1502 s -Hl % Z 1 13
L6 Bl PNHIEGIZAEES> Z L 2@ Lz 2 (W] . £72. A5 0mEFO S B, 13 Fli% DRBI*1501-
DQA1%0120-DQB1%0602 D/ NTF' 1 ¥ A T % Ff- Tz, FEGIX, 0.003%LL £ GPT [EMEAIfE % & - MDS
(RA) JEMI 21 B> 5 B, 19 A3 DRB1x1501 F7-1% 1502 W HlA2EL, V7 o 2R Y EEICK L
FOSHETH D 2 L 2@ Lz ™ ()] . Lkl v, PNH, AA. MDS {23\ T, GPI Rtk ss 6
IR I X 0N 25K OBRMEERIC, MIC 7 T X 11 & RoMEERH Y . T b 2R
% CD4 Bt T M3 3o > TV B ATREME SRR S Tz,

AT SIE. AR OHUR A GPT-AP OE4 & GPI-AP 73 cofactor & L THERE L TWABEAIZOWT
DT IVFEBREZMEHAL T, GPI RIEHMIIL, GPI-AP kDT F K&K L < MHC 7 5% IIToOEIZE
IRTERWI &, GPI REEMIL, 277 7 X —THDHREMD GPI-AP NRET H7-012, BRI
L cD4 Btk oM ErE T U o8Bk (CTL) 1o L TR TH B 2 L &R L ¥, —F, HHES
I GG EMEY o RBRE LT NK flfn 24808 L, GPT FaMfmia XM b L NK M X 546
EEZIFIZSWZ EERLE D, 20 NK ZEOFEH Sy 7- & LT GPI-AP @ ULBP AMEMIIZZET i 3,
S 52 ULBP 5 L ONMICA/B 785k 5 NKG2D 52 BIRSME S fimic X 2 i i 2 23 g
ENTWVD P LS, CTL 1% LT GPI Fathiiia & MmO TENZ2VE VI HE S H
D 30 GPI-AP FaMEEfila s CTL (2% L T TH 200 & 9 T O TIEREFRN TV Zau,
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Brodsky HIZ2& V. GPI [t iXpErEMIaictt L7 AR b= Y AMMETH D EOWER RSN, =
DB IR ENT-NTH 220 5, FO%RMMEDOFEE L GPI-AP REOAE|ZIZEGR R, 207
B R= VAMPEILPNH 7 v— URHEOH O TlidZe < AL MDS 72 Eii A REMERICILEOBR TH 5
EDWEDPRNTE B 20k, TR - P RMEIC OV TS, PN BREMNE & @i A & o
TERBNVWEOHRELHY O, Z0HIZHOVWTHERFIRME LTWAIRETH 5,

7=, BEEOITY VA A EE G (Willms® tumor gene, WTI) 7 PNH & OB BEHIAIZ VT,
fEEEBIOCAM BE LB L CAEICEREHR LTSI 2RV L [M] , &5 PNH 71
— O (A7) BArEAZ I LSS 85L& LT, Schubert H1X early growth response factor
1 (EGR-1) &f5¥ & TAX-responsive enhancer element binding protein (TAXREB107) &5+ % Y,
Ware O human Al. hHR23B. Mcl-1. RhoA W&i5¥+a# FNFHEMELTWS P H BT, 12 BhE
RE 24 L, PNH fIfRD 7 v — IR RO I BTz B OFEM IR T 20 B \_wﬁk 1 B
DFHEETF L LTHMBNTWD HIGAZ BAa T D BT ERBMNE G L T\ H Al Z R LE 9, &5
(2 2 O JERFI D LFHER 2 T U 7= 55 549 4 0 % DAER] T HMGA2 & AnF D BN R Stz 9, BLBEZE
Tl INLOBEETFD I L., EGR-1 EBIG T & HUGA2 &f5T17% Rhod B FIZ XV FfisanTng &
WO RGN SR O, ERNCEMELE T LTRIESNTWE 3 DOBE R 1 DOHL L LTHR
DAHAEREME S TTE 1,

7. ERBICEERERR

) &M (~NEZ B UR) BIXOBEEE

WA RREE T, BHOREARR (~EZrEVR) DR E IS, RILSERE DL EIZRO
BODOHTHEIEROZ L L H DD, KEDHEM TITAMBAEEZE I LBENTNSLE LRI LH D,
T2, AIRMA~NE 7o BV REZRBODHEETH, TOREIIZLT D, Ao EEE T8 IRMmERD
Mool B & A IRTE M L OFREE ISR AF L, Wil LiyE LDH IS s, A B U L e AL OB
RIJEE I E DD, EYER EPMEMBIEOFRN L 252 bbb D, BREERICKD & BRI~
E7 U REZTAENIKRER TIL 50%TH D DI UAFGITlx 34% & IKRTho72 (F2) 7)
(] .

PNH CIEHEICAIMZi8D 5, Lo BKEEHAE TR, AL TORZMOBEEIL 94% CKIE 88%) .
~NET 0 EUREITTEY 8.2 g/dl CKE 9.7g/dl) TH o7, KENTHAF O PNH (X8 M\ 2358
WS, ZAVIAFES CEMAROEIHEENB N EEZRKML TS LB HLD,

MENWIMIC LV SN BilEEE~F 7 0 B, PNH OFE 4 RERIZD b FEEBE L Tnb,
PNH FBRESHE TR S R oRA (BRERE) 25222808350, LI LIRRMLEE (~E7 R
EUPR) EHEENT S, fEkIX EETEILE oMU LD L EfE S CE N, BETIRRMmIC LS
WhE~F 7 o BN —{bEHE (NO) 2WETHI-HEEZH TS, NO ITIT IR 2 ohie S & 5 1E
JANRSH DN, WIIC LD ~Fr7 oo NilFiET 5L, KEONOZRBFGICRE L, TOREE L TEHR
BofEEZ b=bThFThs 9, FE, ZoLHIRBETERENED LANHERSNATWS, NO
OB L b=t 7 ) Y A NO EEAZEMET S Sildenafil (Viagra) O E5IZ X > TIE
BRI BEFR LN D, N JFINGUIRE SN D, FEBMEFICI<FRATHDL L, ~
E/BEVRERE L TCWORFICHEREEIZ/R>TWDZ ENE, ZRbTFfi~E/neick?
NO D EMNIRE EE 2 Hivd,

FHARMEEE M AZE R 9% PNH ZR M ERIEZS L CMEBE~TE 7 1 B2 K D NO B 1K, f2ah o AR SE O FJiE
DR E L THEETHD, PNH O, SR i BRGE < i A Mk f /MR PE SR BENS 72 & i PN A f
PEEBIZIIT 5 5 MARYEICIZINO RZDMFENES L TWnD EEZLND P,

2) EmMAE

PNH 1231 D& MEEITE < 65N TEY . Dacie & Lewis [T AA & LTRIEL., FoKETIC
PNH (2R 72k 2 R JHERI DD R b THFAET H 2 LR L. Zha: AA-PNH SEERE L @4 LTz
2 S EINHERIE ORI ENR N TTRE L 7o o 72 A BE DL 1T, BRIAOHE L LT PNH 2%
JELTL B Rl T&ET,

HE2S, 1988 40D 1990 FEDRICHA SNz 3 RO EZ Mt Liz& 25 9 #5700 #il%
HBT AA FREE D 4-9%3 BT TEIC L B PNH ICHER L CTuh7= 79 1994 4E 5 1995 4R 1072 % L 7 1
—H A FA MY —IZLD PNH MR RIEENE R LR, ZOFEZRWTIThbiz 118 #] (3HE

AED oMETIE. sz d, 1%00 Lo PNH B (AF P EkZe v LIRIER) 2 H 32 A OEIS1T
35-52% & FEFITE N ERH BT 7= B 1998 FE D 1999 LT G FIEEICHEF STV 5 23,
T OWETIE 15-29%E WO b D Th 72 %, S HITHRITICARY | M PNH Z A TRl 2+ 572
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D OFUE e F7E (0. 003-1%% #5/0 PNH AHRERGME &HE) 25 & 67-89%D AR AA FBF A PNH &
A T EA LTS EHESh TG P70,

HKBRIC K B &, BWIRRIC AN OBEED & A REFIIT, ZWikeo AifER (FFhEk) Bl f/
L BICATBICE o7 (F2) D (M), 2O X7 PTREFTIE AL & OREMEN L FEN L
WIHORERDHE L —HTDHHLDOTHDIN., FO—F#Hlo&EmM RO AEEIIZZEZEN oz (R
2) o TERTSIC X D 9l PNHEEFNZI1T D PNH 7 m— 2 D 6-10 5% OBBRFAEIC L 5 & . &
R4 5 SEF OB B 2T ZF DM OREFICH L THEICRE L . PNH Z A ZHla0E & HIET L
T, LER-ST, BEHOEMAEIT PNH 7 o — 2 OMEHEMNRR X -RTokEBLEL NS
oqm] .

3)  Bysdm (MDS H B WIEAIME~DOBAT)

HIE 503 40 Bl B 5 MDS SEFIZ AT L, 4 5 (10%) (ZHF 52372 PNH JRIMERIS L OVFHER (10%L4
B ZRWELE ™ (W], PRSI ERoSHEE (0.003%L ) 2HWTHRTELEZEZ A, 119 4
@ MDS (RA) SEMIH 21 5l (17.6%) |2 PNH # A izt L7= 2 [m] .

HKIERIZ L D &0 MDS 2B OB TR B%AiE) (F2) Z26TNT MDS OAPEE (3-4%) (F£3)
EHICHKRITEIT AR 7 [I] , Araten 5% 46 10> F1 B PNH SEG 2 %% H BRI L= & =
AL 11 B (24%) (Y@ ERE 2RO (] , LaLaens, 2o 11§05 5 76 TiEkE s &
HICYAREE 7 o0 — 2 OEEIEEAD LT olz, X512, de novo MDS & ERERd 2 & FREE ITERV
OO, Yot fKBE OFEIZED 59, KEHO PNH Gl EsE MM mERENRmD b, -,
B DOREFNS AMIFIZBIT LIZb O3 R0o7z, LLED X 5z, PNH (28T 5 MDS ArRiZsd L
HLHEEEZBRTAIHLOTIERVWE I THD, £O—F T, PNH 256 AMB~DOBITHLEZWbITTH D
23, PNH(ZR T BIERY L AmpER L OREXIZ- &0 L,

PNH 7275 D HMIF~DHERICOWTIE, THNETHISWRELEZ LN TE N, BRIV
Nt SWREE L EROMAE L VKRR TH o7z (£3) 7 [M] ., Harris B2k, 1962 ELIFEIZHAE
SN2 PNH O AIMBERIE L 119 FloF EDICLBDE, 55 104 BINFEY o3 & ERIAIZ 0>
ST, RIBDIEBES Z DO TE72 1760 $il> PNH FEHID 5 &, HIMEZ5AE L= 01X 16 i (1%) T, 3E
= L7- 288 5l P (UM FEIE 13 6] (B%) Tod-o7= " [M] , Yl 0Tz 32 fijd, Yufa ks
WEEBEOLOIZX T HIT, O 7 FF 5 FPNH 2 a—2Tho7=, PNH 2250 | IMBFRAER] TIE. H
MIFMAEIL GPI FatETdh 5 2 & 234 < . PNH RMEROWEENETHEITL., —EHHEOE AN
RIETE DB03% o7,

4)  MARSE

IMARTE (T O A MAER I 13720y PNH KRR EOHE T, £ 0% IFIREHIRILIRIE D &2 & 5,
BEEE S < EE e MR TAL & Ui, BEFEN (Budd-Chiari JEMERE, IBMBEEIR) CHHEN (M
) Tod 203, Kk (BEFHIR, BISEAFIR) ([CHEZ 5, AXRIEICE D L. KERITIEA
FEIEAR D 19% DS MARSE T > 2 DITx LT, AHMITIL 6RITEE R0 o7 (R2) , BIERDOEIHER
bR Z GO - BRIE THA TS, KEF D 38%ITxE LT, AFREIEL 10% & A ML Th -7
(F£7) .

£7 BAERETAYHIZBITAMEEDREE

TAUF (%) HA (%) 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

MAREFRE DHEFIZ DN TIE, 5D L ZA DI SN TS 1T WEE, RMER2 I 5
& phosphatidyl serine (PS) MEBEHI LMKEK O & 4L 20E5 ™, £7-, /A E S CD59
SEOMEHEE T2 KB L TRY ., M/MREE CTHRENEEE SN D A I EmicE 70, &
512, PNH OHERLUFHFERTIL GPI-AP TH B v FF—F¥ « LT X —NKETHH. ZOMNHEATIE
Boyvaxf—8 - L ¥ =P MmNl CBY ., ZIRBEANICE X AR ZIE L, M
MICHELS WO MELH D 77, Fi=. PNH 20FK &4 5 &N MR R CILiER~E 7 o v oo
FEEINS NO OWEEZN L CHMBRMHICHES L TWnb EEZLND, UEOENLEREBELELNE
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EE'zb*LZwb? ABlD HKEEIZ L0, MARGE Z B8 U FEAE L 72 K EF] TIXRIE L 72 Wil <, Eﬁ
\ZARIMLER & G ERSY B o> PNH HEfDBIG N & n-7- (K6) P[] . fkesE % J&5E L6l o

kh&iB%ULwﬁ IFHEREHTHIEFTH Y . [FEORE RN % Ol #6%$¢éﬂfw
78,79), FNTIIAFBITIIE >V & 0%, EDOBFEIHPERAFIEL T, L CIRIE % i
ILHVWEWS Z EiEal, BELLAMHE CMRIERBEEG IO RKEERE LY Y X7 IE
Wb abo Ll Ebhbs,

BERIC= 7 ) X~7 (VU U R) @ PNH JEFI~DOFGNERIM D72 S MARKEDIIE Y A 7 Z{K
TEELZENRESNEZ Y (W] . 2oz L. BIIERIEME & FRUTEE D AT PN LAY fARSE
DOFIEITIESEELTWAZ LA RLTWVWAEEZ NS,

100]

A
=
gl
®
S

CD59(-)PMN (%)

()]
O

SRBICHE T 5 MSAEDBRTE - +
6 T A)H PNHEEDIFHER CDE9 RIEHE L MiREE 7)

5) RYE

FIERFICEYYE & B9 2 2 SIS ORFC 3. 4%, K[ET 13.6%) b, RiEFIcE
JERYe e BIETHZ R H D (RIT9. 1% KET18.2%) 7 [M] , BRERSLHERIC Té@}
m@mmqn%wmy@K%m%ﬁﬁ%éﬁwwﬁ@&%ﬁ%%@bfwé%@@\%<@FW
W I AMERDO B MEGED ST A7 L L THEEETHDL EE2Z BN TS,

8. B =&

D Tua—Y A FA K —

(1) PNH & A I ER D Hi ik

PNH % A 7 FRMER (AR MERMER) OHEICIE, Ham 308k (FeM b MiGAEmMEER) & b B /KEER
(F 3R mMRER) NEICHWSN TE 7=, Ham #BRIL., Btk (pH6.5-7.0) T 52 LickY
AR 2 S AL L2 g 2 0, MR K 2 MEZ N ET2METH S ¥, WHKRER S VD DX,
AFUREE T A2 LI LD ARMBRIZ S Sk & RMERE & OfEAMEEZE O, iR i % 31
ET2HMETHS W, WG, 5-10%2 LM TRt &HEE L, A PNH SEGI O SA 1T 10-
80%DIRIMN % 779", Ham FEROH SR EME TS <, PHEAGRER CIX, BEARZFFERMEEIN, B 2@ iEm
MM BB ETRT I ENH D, F 7. hereditary erythroblast multinuclearity
associated with a positive acidified serum test (HEMPAS) & N9 #ad CTHiZede K& (CDA 1T
) C Ham iRBR[GME, WM KRBRIEM 2 24252 LI3A4 TH D, Tiid., BEIRIMER)S HEMPAS HTJi
RO, f@EE MG TITIE HEMPAS HUR (IgM) 2MFFET 5729 T, HOMmIED, HCOHRIMER THRAE L
7o Myf 2 % & RO TR 2 0T, PNH & IZEERI W RETH 2,

EREE RO T, ARG R 2 AW T2 IS 80 15 6 40 72 ARV i g sz 14 Hh R % i
M DA AR I S 3 ER (complement lysis sensitivity test, CLS A ) 7%, Rosse & Dacie
WX DB XL 82) . MR OIER CRIARZ EARIMER (type M) & IEFIRMER (type 1) & D
DREZMEE FFOMRMER (type 1) BIFET DI ENRENT, ZOZEIFEPNH ALY T7a— M0
WRTHDLZ L EZRETILOTHDN, REIC PICA B FEROBITI MO LD ENXEFESH
T3,

ERo X 52 PNH FRIER CIIMEREZ N TTHE L TV D Z EREHELS Lo TV, 8k
N TLHET 200 E VI EFITEL S AR TH o7z, 1983 F127 0 f{AHIE - CTH 5 CD55

(DAF) PEREFERMEKTRELTND Z ERHLMNITAY 14,15), i\ T D59 D RIEHHBIL 16, 17) |

13



A A~E T v E U RIEZIROSIRT A B

PNH DA MIZAARHIAEIR 70 RBICE D Z EHA L7z, (ZIEREYIC, PNHMERTIZZNSOEAD
BRI D TREAXREANKBLTWHWDZERHRWVTHAL, 2NUHOKREBEEAITET GPI Wb b
FERRE 2/ U CHIBREIC S &3 5 GPI-AP LB IS EAR TH o7-, PNH MERCTXRIE L TV 5 GPI-AP
R 8ITTRT,

&8 PNHIMBKkTARIEL TL S GPI-AP

EH BB
A 880 (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) Str, G, Mo
LerSE-

Fey receptor I11B (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, G, L
Blast—1 (CD48) L, Mo
CD66b (formerly CD67) , CD66c G
CD108 (JHM blood group antigen) E
GPI-80 G

F DAt

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

(A11 : 2IfERRFE. E: FRMmER, G: PERIER, L: U o Bk, Mo: BEER, Ma: ~v27 77— 2, P Ifi/h
B, Stm: ‘BHEEHIAE, Str: BfEX br- <)

INHOEAICKHTHEBPUAREZ HNT PNH ¥ A ZIMEREZHRET D270 —% A 8 A MU —1EMR,
1990 FERICA Y H R L, HRMICBEO TR ERY 2o 5, HWDHRE LTiE, DAF & CD59 234
MERICHEIH LB, WHERLTWb, EE B & Rosse 5D NV—1XZFFh., b 0HEZ A
WT, CLS T A MTHHEND Type I RMEK & 1T 6T 5 P RIBIFRERMEKAI B EN D Z & 25
L7z 838 6PI REMIAOES IS MEKRETELE L TH LN, — AT ek, Filkk, Vo
SERONEIC RABHIA OB SN EW EHEEN TS ¥ EEICH KR TS, PIERTE (G2WEE)
® CD59 DRAEFRIT, HARTIILFPERT 42.8+3. 7% (n=90) . FRIMEKT 37.8+2.4% (n=151) . U %
BT 18.1+3.3%Ch-o7= (K7) 7 [M] ., 7 AU & TIHLFHERT 68.6+13.3% (n=98) . #HKIMEKT
45.0%+2.3% (n=164) . U /3ERT 21.6E2. 7% TH o7z, FIMERBRFEIN RBERZ LI L THD L.
HRWTFIIZBWTH, ek, FRIMER, U RERDIBICE 2o 7208, HRLET AU D&k 5 &
FRIMER & P ERICRBNWTT A U AN EEICE -T2 GRILEK; P=0.03, &F9EK; P<0.0001) , £7-
REDIX, AA 2D PNH 2 FJE L2 S FOBE %2 & S 2, —#%AIIC PNH # A ki, Baiiia, R
R A MER, FRMERDOMEICHIRST 2 EHMELTWD % +/hbb, PNH # A FiiEkE B %
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72D, REMAFHERZ WD Z AR SN S (72720, 0. 1%L FOfsd o PNH BMERDEEIT
M, FRERE Y LARMERA MR E Lz 0B EEENEY) o S 5IC, FPERITEmD o2 L2 %) 7
WOT, PNH ¥ A ZIERD I &2 KA T 5 ECH RIS,

= TAUAR
(%) (%)
100 100
80 x 80
1 - 1 T
§ 601 r § 601
© 407 T = O 40
207 ’—'j x 207 ﬁ
) ‘ ‘ ‘ ) ‘ ‘ ‘
RBC PMN MNC RBC PMN MNC

* ; P<0.05
7 BRETAYHADPNHBZEIZEITZHEIEEHTEFD (D59 RIEZET)

HIEMEITEWAEBEF BV THLNRRINAT AR LN D5E, T PNH I2X D00
EIYEBZWTHEDITI 7 —Y A FA M) —id, MASHTERITERE L L TITONTWAIER
ETHSThD, — 5. HHLBEOBEAEN. PNH Z A ZMEROHEINEZLES D2, Z 95 TRV
BT 572D, 0.01% R D PNH Z A4 FMEKZ FMICEETE 2 EBEEEZHWAILERD S
S386a0) = UiE, PNH & A TRERIERFSIEE BE R AERIC 1T 5 PNH & A Rk EREI G o B 0.2%
it CTH O . Btk L HIE SNAREF DR 8 EITIiX, PNH ¥ A FHERIERDEIE M 1% I 7272020 TH
% 89 PNH & o FEERIERAY 1900 BRI ENDBEICD Tk LHETAHERETIZ. 2hbo
PNH % A 7" MERBGHEREFIAS T2 CHESNTLE D,

MERBINCE R~ —h— (B2 IEERER I CD11b ., ARMERTIZZ Va7V A) ITHT 5
Pk & Bl CD55 38 L OWL CD59 (2% A HiiA A V., M Z RV CIEEICY —T ¢ > 7T hud,
War hm—/L & TPNH Z A FHERIERIENNGI]  TPNH Z A FARIMERIEINGI ] & DEREZZNEh
0.003%, 0.005%F CHRIFHZ EMTEDH, 72720, 8ild b RER 238808 L7 MA TlL, CDIlb <2
a7 3 U2 ADORELALBMEW [{5] @ CD55 &M CD59 [EfEMmER2 2 ED /s Z E3d 5,
Z O PNH # A 7TIMERIX, B~ —H—ORBEL AR —Th 5720 Ky FBIRITEKEICESED
PNH & A FMER L 13 B D00 /8F — 2 T, ZOFEOEM L -BEHRYE THNIES TR
HZEMWTED, ZOf% PNH BUmERDO HEBLIL, BT GPI-AP E AHFUE DI U IZ fluorescent—labeled
inactive toxin aerolysin (FLAER) ZH W2 Z LI X » TKIBICEK T HZ &3 T& 5 86b), =D
FLAER 1%, BIE M2 7= ) Vv EMEEn 28 MEEA C, MaRE Lo GPI-AP O T > B —Hf
ST BTG LE 3 899, 7272 L FLAER 1ZZ N H DA AR 2372, ARIMLER O FET I 1348
27N EWVWI SRR H B,

PNH TEE DI ER L. 1%L T O3E ThH i@ IZMERER (6) . RMEk (B) . BEk () . T A (1) |
B Mifa (B) . NK AHfa (NK) | /iR (P) 72 EZ RO MERIC, fix OMAGHOE TR SN D0,
Ho bl BHEENRENDIE GEM ¥ —2Th b, PNH & A FMEROEMOFEL IR ET HEE. Dl
EH GE @ 2 RHFITFFICIHRDMENH S, GE O MR TH > =58 1%, BN HERKL
FRELL, B o 48 RELANIZEHRRT 5, [A USRS DN T2358 12O PNH Z A 7 M ERBGME & ) E
T 5, FRIMERT T BB OEA . WEITHEERIC S PNH Z A FMERDZRD 5 5 DT, FROFEIZ CD33 %
~v—H— &L LUTHELFRICRET L L 1T 5,

(2) PNH & o FIEROHEFE L& B AR FE IR
Ak BRIV T, BATIRAE, WIRIER, GOHER EOFIEREZES bO LDV O LT, 7R
MER & 4F R ERIZ BT 2 FIEIfETIF O CDB9 RIBRAZ R Lz & 24, EMARIEREZEZHND AA D
FeAT. TR A MERED . L R R O SEBNIE KRR R AMRVMERNC H Y . —J7 PNH o S aOsE R
LEZONDUREEEAT 0 B LR, RYYE, MARGE, & i AeiE A R Tl KR d@OME A &
RO, BWHHERCE LA 2O AIHCIL. O RBEMITRD2N-7- (K8) 7 [m] .
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eIk
H#&
%
5, 10 S " 100
1o 80] — 80
8 60| 60
40| 40
20] 20
0 0
7AUS
{83
P 0! N 100
1p 80 = [ — 180
0 60 60
Oy 40
20 20
0 0
SRAIEk
B
%ﬂ 100
B 80 —L 80
Seo 7 . : : 60
40 40
20 20
0 i i i i i i i i 0
7AYUA
{8
5100 1 1 (100
8 80 R —L —1 RS S 1 80
60 60
Oy 40
20 20
0 - 0
+ - + - + - + - + - + - + - + -+ -
AA Hemoglobinuria Infection Thrombosis Anemia Leukopenia Thrombocytopenia I-flaeirlr:::iopmetlc Thrombosis
Prior disorder Initial symptom Complication
*; P<0.05

B8 BAELTZ7AUANICHE([FS CD59 RIERLZEBEKRAR T

FIE% D PNH & A FIMEROYEL R\ 2 MEET D 72012, FIEIENT & &g o BN b7 &b 1
P E (range:1-9 4E) HWTWBIERNZHOWT (D59 KIBROMI A L~ (K9) ” [m] ., H
AROPRMER & PERIZI T 5 REFIL, 2N ENPIEFEHTREA 39.6+13.7% (n=56) & 40.0+8.3%
(n=22) . FHEMRMTIEDS 40. 514, 5% (P=NS) & 50.7=%8.6% (P=NS) L HERMEBIIRE o7z (¥
9) , TAUAORIMER L IFFERICBNTH, TN NMIEIMENTREY 55,314, 0% (n=52) & 75.2=+
4.2% (n=42) . FH&fRATEEDS 58.314.3% (P=NS) & 74.1%+4.7% (P=NS) L AERMBIIRI o
72 (IK9) , LaL, JEFIZ &I PNH MBI A3k~ T, 2O G RMERT 720801 L7z H D)
5 99%A L7z b DE T, HFHERTISUMEIM L= D)5 9% LizbDETh o7,
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(%)
100

ﬁBC i’MN iRBC i’MN [ ] Initial Analysis

A7 FTAUA [[] Latest Analysis
9 BAELFAYAIZHITSPNHEED D59 RIBEDLEET)

PNH # A Z’MERIZ, BEREF TR D L INFE TOTFHICK L CRIEZIITIEKRMER 2R S 2o
7=DT, X8 LRBRDIATIRE., WIRIER., AOHEZ EDOR 7B PNH # A ZIfERD CD59 KB HF D HE
BWAEEE L, +25&, BBEMIEDLREE SO LGRS (hypo PNH) & % 9 TR WEER] (de novo
PNH) (2431 T L7z e, AFHERIC I T 2 KB FOBEWIL, hypo PNH TITZH AT 8.9%£10.1%

(n=22) OWA, TAV I T 14.718.3% (n=42) &P L7=DIzxf L. de novo PNH TIXHAT 21.8
9. %DM, T AY AT 5 0E3. %ML (K 10) P [M)] ., £7220 2 BEOEWBEORIZIZ, H
AR (P=0.02) &7 AVUD (P=0.04) & EBICARLAEZRDE (K 10) , 2O i, —MIZIE
PNH # A 7 MERIZFRC 72 I 2R3 03 . 20K RG E L TEMAEE o> TS 5 &l E
MaERL, &KL LTRBEIEVICARE b0 LS T,

RS TAUH
(%) (%)
100 100
807 * 80 L
—60 I 60 I
o i i
& &
40 T 407 I
20 20 I
0 § 0 ‘ ‘ -
Hematopoietic - + —
Failure | |
* *
[ ] Initial Analysis
% P<0.05

[ Latest Analysis
10 BRETZAVDDOPNHEBEFICETIEMLAEEHDERELE (DS REXDEET)

(3) %/ PNH % A FIERDE 2
INFETHRARTEZ LT, AA OB PNH OFIEER H D AA-PNH JEBEREIT < b2 54, AA
& PNH OBENER ShTE 72 2, IRREOERICHEOENAETFNATREE 2272 A BEDEL (13-
52%) (. 1%L E> PNH MERZHf-> T\ D 2 L3> Tz ®* Araten B, MERZHEO~—H—
(BERIER CIX CD1lb ., FRMERTIZZ Y274V A) & CD59 & DAF - CD59 @ s s v &
DEe 7 —H A R A MY —VEZHESL L, 9 ADORE AN S 22/10° M0 GPL Fa it #l i 2 ki
L7230 [W] . Wl PIGA Bl FEROHEDO SN V2 2 L 6 OLOEHT T, 9 #ilH 6 fFilic
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PIGAERZRE Lz, TDOHHO 16T, 164 HEZICHFRE UEfn FERPHERINTZZ EnD,

MNIIHAET D PIG-A ZEEMEO TGS, EWIChiZ» CiEmZ2 T 2 MsMand 5 2 &n
RIS, —J7, Hu BIZKDZEDOHOKRFTTIX, PNH Ao Sg Bk 3w 2 o R iz s < b

AFIET B 23, TS IXIER & e Mg O 5 - b OFeE THA L7z PIG-A 78 Bid i ik
HkTHiH7=0H, —EDOEIEG (0.003%) ALz L3, FEMTHDL I ERRENL T
éxwowa\Eﬁﬁm%mwKﬁféﬁ&%%@ﬁﬁ#rﬁfé%ﬁakwt@ P ikl e ca
ET D8O PIG-A ZRGHMa, 50O FIC X > TR b S/ R, Emicaxs5 32559
ZhbETEEZLHD 5,

FREIZ, 0.001%L~L DM/ PNH MEREZ M CEX D2 EEDO 7 e —F A N A M) —ZHW5 L, B
AR B MBE O 50%. RA F721% ROMD B30 15%12 0. 003%LL o> PNH B ER 23 (R H S v 5 8609,
UL, YEmEpsfa s OFFENHESE 7 RARS <° RAEB 2 X TR SINAZ LTIt AW, Z0k
5 72 PNH M EKEE 00 RA « RCMD I ZFEB MBI T CsA JEIEDOZERN RN E < . AMLFH~DOBITERE N
MR HND 3, F7-, PNH B ERFEME 0O AR AR BAMER XM o0 B AR R BRI e~ T ATG -
CsA PFRBIEDORNRPARICELS . EEEMNTRLEFTH L ZLIRERTNDS ¥,

BRAERE 75 flC #éfm1&47%ﬁ%@%%%ﬁ%ﬁﬁ%bt E@#ifi NN
1% THRA IR (2D 5 B8 AL PNH IZAT) . # 20% CTH & 12 - TR, 720 @ 6 HFRo
BETIL b FELL IS T PNH Z A FHEERIER DB S irﬁf%ot“%Pw&47%m%ﬂ IR
POHIIET R T B SOGHE S X MEBAMRICHERS L, E 722 Wil 5 PNH & A 7 I ERFENE T H - 7 IE R 3%

WA EMAL T 2B E A ERRdoTm, BABEMERED PNH ¥ A FREERIER MK - fi/ls « RE D]
NDONH— 2 BB HMNE, ZWE 1 2F0OWMBEADZ LIk TCFHFEAMETH- -,
L7 o T, BHMASEBREENSRLE LT PNH #4 FIEkEHET 5 2 Lk, OmE i Y =

HOFHA2EZREICZI x5, OAF T HA —HAl N —%2H 3 58551 %PT\%ﬁ%%@
BNZEN D DRI E 72D (PNH & A T MERRRME DG, M EES ORI THRITAE) . OFFE ATG
FRIEARISBNZ X LT ATG OF& G- 21T 5 DEDLOHWORIE L 72 5 alfetEn H 5. @M PNH (28
1TT2VRTBRHALNNIIRD, REDEROBEENDD EEZOND,

9. WwEHEEH (7T e —F v — 1)

Bl (ANEZOEVR ( BEES J [ miefE |
! 1

WiEEn BEFRBEANOARCELCS RN
THUXTS m#ERA (TPA)
FBEEATOAR ATG, ALG ANY Y
i S HonRKY Y FRRS
kB (BB BA%) @i INT7UY
Sy RERIALEY

BIMmFEE G-CSF
RERE e
BIBRREEATOA B/XILA
N7 JaeEy
W/ - B
BYUETENRYE EEBHRS 8 YETmRE

_uMEtEAm

|£ﬁ¥&c$mb6ﬁﬁl
| mm®EmBE |
PNHODFRRER ;A HE A &
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1 B L CRIBREAT oA FE—EOMRPEFTE 528, FETE oWk
YAFTR, ISR L CRIBRE AT v A Fadlicd 270, @i CTild 2 2 3idam
DRIPNDEZAHTH D, BIMENEMBEIEORKRDZE ., BIELEAT 1A RO
BYYEZ MBS L2ENH L0 T, EHICE > TERDICEET D2 LEPLED,

1) JRIEE - IREIE

(1) =7V R<7
T Y RX<T (VY URY) [F, MR C5 kT HE MEEZ v —HIKRTHY | KERMERIEELR
KA SERICHIET S 2 & TCIRMZ R BRI < Z ERnTES [Ib] . =27 ) X~ T ERIT, wino-
DR MLERER M 23 LB & B 2 v, A% b OGN RIAEN D BENKR LD, 16RO ILE
L7 D WM EITRR E S AU TV RS, GPT RHEARIMERZ = —> (PNH & A 7 111) 2% 10%LL > PNH
JEFIT, MAENTEMEDOEMAT R, (LDH M LR 1.5 £2L0L 1) &2/ L. ¥ o 7= &b 7% ifn Bk .
OVLFEENRAENLIBEICRESINDZEDREF LY, =7 ) AT EIZLY, HIFEREICLD
EYED Y A7 N@E L7, D7 & LI 2 BRI E CICHMEREY 7 F o 28+ 5 (R
BRARIE) , =7V X~vT7OfK5HET, EAMERLI KOO 1 » AL, ## 1[8] 600mg % 2 5~ 4
ST TN LT A4 &Y SiET S GH4E) . S5 1EENSIX1E 900mg ([THEE L.,
TN EMEFERE L L CRE TR T 5,
2002 D 11 Flastg s Uiz "oq vy MBIk 170 ERNAF T 3 -0 38720 % i i 3 (7] R B
(87 Wl xtB & L~ “EHEMOE 111 FHRER TRIOMPH'Y | 97 2 xS L Li-A—7 2 F LD
I11 FH7RBR SHEPHERD''D, EN D 29 il 5t & Li-A— 7> T UL 111 AHER (AEGIS) "3 Efi
ENtz, TENENORBRICBIT D=7 UV X~ T7 ORI IEZ R4, miEF LDH 0Z&{kE LTH 1 112m
L7-., TRIUMPH Bk TlE, #GATIZVH) 2000U/L & Todh -7 LDH fEiL, #IEE 5% 0620812 L,
2 B # 5L E 2 T EAl % 300 i CLEEL, 2 6 HE CHEFFSLZ, 26 ETo LDH
OVHRE THMEEZ 77 v AL T2 L, =7 UV X~ 75 TIEHEIC 85.8%Dib 27~ Lz,
Z DOFEAFE AR ML PR R X 0 R R R RO ML B R 8 D U, R~ S v s kD Rk E
F (NO) BREMERICHE 5 Wi i 2 i BhE O BRI AEIR (ME T REE, &, Mg, DA d) bk
EL, 20XH7xr ) X=TI2X 2 BH2FNEIERL XL OEE QL oEHRIT, £2TOHE
FiBrcHEIH s [1Ib] o &5HIC, —¥OMEF TITMARIEIRLE Y 2 7 ol ' | BBk E
OHE" | BRI S IEEOWE Y R EORIRIBIEN SR EN D Z L BHLNE R o T,

TRIUMPH, 75+ R
TRIUMPH, eculizumab
A =D2 2
SHEPHERD

QenD

LDH (U/L)

Time (weeks)

"N T YXTTITLPHMERBFM (LDH) #MHIzHR

RIERICB LTI, 88 (K5 &FD | SMABEK (K4ED) | B (2% 7 &2 iy E I
BHHND, WHATE, VI FUBERICLD LT, BERBFEREHEEDOAIRENRE SN
TBYVHEENLETHD,

T X7 PNH G E — A3 H0, ELEENLTWD, flzid—=2 U X~ 7L PNH 7 o —
VEBAOSEL LT TES, JRIEICL 0 TIs LA PNH RIMERITER - BN 5720, FEHIHPIRIC kY
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WML WEILSE Z 5 TR IS SN TV D, S 61T, FRFT 5 PNH ARMERDIE EI21% C3 NERT 2
Z&T, MAESNEM BT S Y El, BHEARICKT 2 EENRIERD T, ALK PN G
LT DRV, BEIX, EFNRT 7 ) A7 OHNRE G2 EAMICOIEVZTO2LERHD Z L
NG, A EHESCEEAREREAHAORELLE L RS D,

(2) RIEREATaA K3

Issaragrisil Hix, WIRM~TEZ v BV RBA LI, M oARIMEREG N A %92 PNHI9 ] (544 : %«
PE=16: 6 ; FEMTRAE 26 %) 2R LTFL R=Y 1 60 mg/HORAHKEGE21T-7- %, 8 #ill%
~E S B B VREOLER X OURMEREG MOIEKFEEZRS . 3 FICIIRMmEREMm 2 L Lizb o
D, ~NETaEUVBEOHMNAZRDTZ, LrL, 1 flb~E7 o B BEXIEEDO L ULIZIXEEL
Rinolz, PNH OZWNL L F=Y o VA E TOHMAE VWIS Tid, MEFre 51315 S
< Em RISEIOIE R OEEITA DB & il L CEdyo 7= [IT] , Shichishima & 134l
SR MERDOEIG DY 50% ETHIRMIAE 7 n B RERD5 3 FlICB W TT L K=Y 1 v Ofikkt
B x24T o TR, WTFROESICEB W CHRIRA~TZ B B JROBEENMET L, 2 6 Climidmss
PEARMEREI S OB ZBE LTV E ¥ [] , WIRK~TZ 0 B RE 2T 25 PNHEFO—EFICB
Tk, 7V F=Y a5/ MOSFESCHIRA~T 7 1 2 ROMEE ORI ICAN25E NI
HY., BHERICKT MR E T DIATVRALONLTHRWEREEbNS, LirL, —F., gkt
HoFL R=Y o roHIcKGT 2HMAELWLHITEETHS ? [IV]

BRI EARLVEORKERS (L R=Y 1Y 30~60 mg/H) (XEMBIERFICB N T, TORED
B e OMMoEMICAREShD ) [IV] , =720, BILEEOHFRNERYUEDH S, 7L R
= ORERGNVBYEDOEEZ L= 0T REMENH DD T, TORGITITEEICKHLT NE T
H5,

(3)  E@ImEETE

WM BIERFOREIRANE T v E KT H D WITEH AR 20O, SEREINE X =9854 3 HHimn
EFETLERND D, WMOE, MFICEETNDHIRCRE a7 Y Ui EERE Lz e R i Bk
MW BCE 223, 5% OFRMERE M CEBRICAEM %2 b 72 58 72 FHIIMmRD Th 7w & oEs N
Ho 0[] | PEERMERE S A IS ETH L 0RMH S LTS, —RIICHN LR TV DR
MERIRIERE (RCC) (XIMIERLy MED R DT, TN THEIAE WX Y IcEBbng, WL IED =2
ka2 — L3 R Bl 23 0 B e 35 1, il A LRI Z BT o TAE R E Y LAV E —E LAL
PLEWC ER &L, 2% PNH MEROFEADNINH S, EFIRIMER O LR A ICHE 2 T, s
BT 2R PHFFCEL5L Vo B LD, EERREMEICEL I H2ICHRIES TR,

(4) B - =/

BMOFR PNH TlE~NEZ B EVR, ~EUT U VIRE KT LA ERT 5720, %< OIER Tk
RZIREL STV D, LD >TEAOROBEGITAIEEZONDEN, EHGRIT~EIrE VR
DHEET LAREME N H LD TEENLETH S, Tk, $FE 512 XL 0 fERZEO SV PNH R
BROFEAEANTLET A0 EEXOND, AT GITEERN CIEE LZEZZ2O0PEE LW, RO RE
VMBI EES] TR & A BT A Z ER M SN IO TR ETRE LB NS, ZOBRIIVE
DHBMG L, WOFREZEEICHET I2LERD D, SARGICEVRLAFRESINDIHAEIL, @
M & > CRMIMERFEAZINH L2 582 L TV Z bR ATI W, Wifomigvy PNH TiE, 1B
WENZRMEREANTTEL TWHDO T, EROBELVLETHA I,

(B5) NThrTuorvr
PNH 3RO 2 GRMAIERE) (A5, @, A TIX 1 8] 4000 HAL & BRI ERIRIN ~ 20
T2, FAIE LCHIRM~NEZ r BV RBEETHET, #HAKGETH, "I hTubr (%
TR) IZMAESEEFITHD, B FoULER T A LR B19 DY AL RAEERIZIIANEL - BETH D
LRTERVWOT, BHGHORKRIEE H0ICBET 5, 0% OENREIELCHEMBIEIZ L 22EB R
L TAT N a e BENER ThH -7 T 28ENH 2 2% [m] .

(6) SR IIHIAl

Panquette o3 PNH7 3] (BHEANETY 3 f], T H#LAY PNH4 ) Zxf& & LT ATG 20mg/kg/day % 8
A3EE U, ROSEE S RISHE L ORFFEB O S ARG Lz (BEHIFEIX 0.4~2.75 4£) Y, ATG 12X
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S L7z 3 Bl b B AR ¢, WA PNH Bl TIXEOGE N A DR o T, Bl OIGEATO T —
AT MR < 30 X 10°/L, AR AR ML ER$ < 100 X 10°/L, LDH<1,000 TU/L. ¥V /L E > <17 mmol/L
ThHV., FHIEERE L OCEEORERIN S REIND, ATC IR L%, BEOE AT IxiE
YRR & FIRREICIFEE L[], PNH OB TP cyclosporine HIRZ2 W L ATG & DR TOMHMEIIW
PTHHIZIFRBEORKRETH Y 220 G MmERIEIC LY PNH 27 o0 — 2 OBISICE(L 27D T
2 [M] , fhazAR 53 Ay PNH3 B2 %t LT ATG 15mg/kg 5 AR & cyclosporine 6 mg/kg (2 Xk A4
PAHIBOEZAT VY, B5R 1 FICREFTRMOEEELBOL OO, 2 fICHRLIZ E@®E LT
% 90 F 7m0 ATG 5 AR IC A AR A IR & M MR 2386 3 il L b AR ER IS KON N R g
MmA% L7z [I] . PNH (2% U CHRZEmfilEEE (BRI ATG/ALG) (2 X A1RIEZITHIHE., HRIKARHOE
BRWMBEEZEI T ENHDMICERETETHD 92d) [II] , 7= & 2 BEEIARET PNH JEB TH
ST, MRS MRMEROEIG N EOERIZIL, ATG/ALC DG ITITMODOERE 240 ) LERH 5,
Schubert & 1328 2R LML ER B 2 £F 5 B B8R PNHIEFNIZ X LT, cyclosporine & G-CSF & O fif
JARIEZITV., 2 CEMERRHEOUTELZ RO TZIEND TR, PN 7 o —rDEIE LD Lz &
U7 (M) . APEAEEIE—oDA T a v E LTEZTROML AR,

BHEAR SR PNH T, 2 ORI AR MERDEIG S 10%LL T ORERFITIL, S Ml EIEIL RN
EWEND T, IR ZRIIT 2 5RmiEEEZ b5 7 [IV]

(7) G—CSF

Ninomiya & (FHIEIEYYE 2 & 0F L2 B WIIAEL TR 0GB D 7=, PNH2 #illZxt LT 6G-CSF @
PeG-217, BRIICAE R Tho- L HiE L 70 [ | Fujimi SI13KET BB L 7= %
FAEZ D PNHJERIZ G-CSF 25 LIk 2A, WThomEbdE L, T MiaoEme T Mo
REOEFILZELZE L % [1b] . Jego HITAFHEREACIE S KM ORYYE A S0 5 PNH SEHIC
*t LU TCEMIZHIZY G-CSF kit Lz 2 A, RYYEIFBE L, B E S S R E 2RI
WP L7 LS L7z O[] o G-CSF I3URYLE Z2 & 0F L 72 A B0 IAE ME 0 JEYLIE % 51 & 2 = 4 4Fh Bk
W LE D JEBNC B W TRA TR WIRAI L b b,

8) EHRMEAT oA NI

BEARMEAT oA FEITEMIEERZ 2925 PNH IZEZITHDL EWVbnTEY, D7 88 50%
DIEGI TR S DFIER T BTV D ¥ [ , AFBOEAE (Y 556 i [ 5 A e
HEOFE R TiX, Fluoxymesterone 58 (IO 2 WHEIL 20-30mg/ H ., 3-4 #IX 15-20mg/ H . FLL
Bl 5-16mg/ H) OABFTIT 45%Th v | MEIHHHE & LA B R R MEREOHMARD bk
(m] .

F7=. BEARILAT a4 FEOEHREHNT I\ T AR MR ML ER O EE 238N 2 E B 3 &
DT, TOEEGEE=HF—FTHFEHLEECTHS ¥, Danazole IFRIEKLE AT v A FES
Fluoxymesterone 23#E5h > PNH EEFNZH 2N 72 & 2848 (5 6 4 FlCA M-I/ OB O%E) B H
v P[] | oOEARELAT oA RERNEY TH 7= PNH BN L TRA DA & 5 A & b
NHEN, 5% T —XOEEBMLETH D,

(9)  [AIFE - [A]% 3 i B f B il (HSCT)

Eclizumab O FH 2N THE & 72 o 72 BLEESUIZ IV T H HSCT 1 PNH (2 K3 2 ME— DIRIBIFIETH D
N, THETOBRERBELZHFIITTT, ZHETO PNH IZX$ 2 HSCT DM DIk 13 5p % %t
Sl L72bOTHY, PNH KT 2B - Bl Bhk & mapfin >y — 2B L+
RIET UVANEBIN TRV ONRBIRTH 5,

&b LB A F L D7 International Bone Marrow Transplantation Registry (IBMTR) @
registry data OfFNF T, BBEMEEMRTLEZ A7 HLA @A MRS MBS KE5H % 5D,
ZD 2 HEAFRIT 8% THD O[] . EFEOFEPBHZOEFRICKITTHETIRE L, FF
R TR A2 3G DNV TIEFI DO AEAFER 10%, ENLANDREFIOELEFE 10% Tho72, —FH T, FE
mixHE B E = T 7= 7 H T, EF3MEN 1 HITHY graft failure & Tekkx 72 BHEBE S
PHENZFDELRBEHTH -7,

L L. ZORGEOFHIICIE, BREIEDO S « B2 72 KERRIE O & o 7o Blf OB AR R
ROMELNLMES TRV, MARIEDEED & 2 IEFNIX BRI U T BB O 2 i f T <
NTWDHZELEZBRTHLENRD D, I T, DHEBITEH L2 HLA A FIMBRICN2 T,
alternative donors (JHFM A2 < ) Z 7= HSCT O k0 BAF BB b RESNLTWVSE ®
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(] .

HLA @A RIS DV EdEffg#E 2 R —& L7z reduced-intensity HSCT(RIST) /B i FERREE
BREIZ SN T HEONDD B TCORFHER D WE SN THWD P [M] , BAEETLE, @
V— A TkE& TH DN, FREDIERITEE L PNH Mla ORI ZER SN CT\Wb, £7=, PNH 124
A 72 A IHE CTH D MRIEZ I X TOBMICH W T, I 2B IT S dv, PrEE[E %
ERHRIEE 72 | MEROFERNEBO LNRWERREINLTWD 1 [m] .

INHLOWENGBR A THigR TE 2 2 &1, (D) EFEE TR E OO G IHEZ 780 72
VVE B I B BEA IR RS HE 2> RIST,  MARAECE DM O A GHE 2 788 D AER] Tid RIST/NMST 23 %24
&Emfﬁézk\m%m%%my%xkbfmmAﬁém@%% —ERE L, LSt

BRI 2 < alternative R —2O OB b U R2BINTHD &, (FHFMICE LT
+“&T ANRNDT, RS THITT 554811, HLA UK DOFEE L 02 at L TE
E IZHifTT_R&THDH) TH D,

PNH [X—H OfEFI ZFRE, —BRMICEMTREGRERTHY . TORBEPICEBREMT 5 Z
ELHESNTVDHOT, BHEOMEINIEEICHRT SN2 T T 620, BlRE R TIE, mER
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&9 PNHISx Y & MmErHAETREHE IR

3 BEK K — EFEK
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— IR A 1 1
Antin JH et all03) 4 HLA 3 A IR B 4 4
Kolb HJ et all04) 2 HLA 3 A IR fa 1 1
— IR A 1 1
Kawahara K et all05) 9 HLA &4 7] 6 6
— IR A 2 2
HLA FE3 & M 1 0
Bemba M et all106) 16 HLA 3 A IR B 16 9
Saso R et al96) 57 HLA 3 A IR fa 48 27
— IR A 2 2
HLA & i 1 0
HLA it 5 Mg 6 1
Raiola AM et al97) 7 HLA 3 A IR B 7 7
Woodard P et al 98) 3 HLA it & i 3 3
Suenaga K et al*99) 1 HLA 3 A IR B 1 1
Takahashi Y et al*100) 5 HLA 3 A IR B 4 4
HLA & i 1 1
" Et 108 HLA & & 7 i 90 62
— PR [R] B 6 6
& & 3 1
HLA # & JF & & 9 4

* B SERRA R MEF MRS IE. £ OMITE TERBIE

(10) A yEfiAl « ~/~ 1 >
PNH O iEIX, EBIRAR LV FIRRICEZ VLT <. =27 U X< 7RIS LTz 195 44 OIE# R
OFAMTIE, BIIRMAEDS 15%I2%F LT, #IRMAEIT 85% Th 7= ', Aol 1 Xy Mt LT
. A~ v (FRIES TN V) XA HMRRIEN L ETH D, SbHiC, A PReERT
% Budd-Chiari JEMRE 7 & O BEZRMAMIE IR L TiE, &0 B2 A EERE G B8R~ 2
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AR ) =TI FR— =) BEES D Y (1] . ZOB BRI XD IR T &R
LY aiE. MO HEICRE T 2 L8R H 5,

(1)) vrrzyeryr

Hall &% PNH163 BllZB W THARIED U A7 2% GHEMICHRE L& 2 A, 29 B mAeAE % & 0F L
TW L L- (Bl ot dul 6 42) ™, PNH BERIEROEIE )Y 50%2L L3 1O 50%LL F o AR E
AOFD 10 FfERFITF 4, MAB L5 8%TH Y, A OHEIXAEEE b TR, VLT 7
VoD EEES M2 < 3> PNH FERIERDEIG 2N 50%LL =T, WIHIOEPENS T LT 7 1 o OFEES
ZZ T2 39 B Clk., MAIEDAPHIELSBEESNR o=, —FH, L7 7 ) o oFiEG% 517
720372 56 B TO 10 FFIARTERERIT 36.5% CTH V. BiFE OHEIZAEEMNEEZ > Tk o7z [11a] ,
PNH FERIER DEIE N E WSS, HIRMARIE O RIEDERMIENE L DD T, U7 7 U 2 X B4
BENSOTREET D,

L7 L. Audebert & 99 [T11] R Moyo & ™ [I11] o#EIcLiiE, VA 77 U vrBLO/ 0L
WP/ RO I H v 53, MARERIEOEITOH -2 mieSERED HENEE IS FD
b, Flo, VAT 7V UoEEIC LD HBSE M S ETe H iAE m o HELOSEEE L PNH Tl 5%l EdH
DHELPE SN TG 7810,

HIRIMASEICKT T AU L7 7 U o O TP 513 PNH 7 52— OEIE &V PNH JEF TIZU L7 7 1
Y OBEEREG NI NGE . HIERICTENICERZL > TRENTRWREE B 2O, 1272, &
WD Hillmen HOHETIETr V A< X D MBEREICKT 2 TFHAIRITIILZ 72 LD
MBETHHELTEY, TORFRITIZESRLT—ZOERBPLEENS 'Y [1a] .

2) BROBATA R
(1) WFEOBRTA R

PNH BENEIRT 2L, LIEULIEAOHERZE Z 3, RIRICB T 2MEITEE SN MET, B
WME LI E D, PNH B3 38 AOWMETIL, AOHED R WEIRIZ 1/3 LW, AmazEndizglo
AHEZENTHY . HAEBROHFEROKEZRIFOL > THD '™ [] . B KOHBHFZE T,
PNH BE DIRIZEMR TH D Z L MR SN Te, KET = — 27 KWL TIL, 5 A D PNH fha 53 HipE %
BERL7-08, 4 ADMEIRPICIREZ AL, MLAIHEZEZ S0 o70E7 V7 (R 24)
BTD1IANDBTHoTZ, —F. BATIES AOPNHIEEND 14 AOFHBLLAREENTWER, KE
OF L IERHRIGIC, MBREEZ A L=0EbTh 1 AR TH-7=" [1] .

HRZHLT D501, FANCERELE ISHERITRETH L, R s, Fi, 28 REE, Mk
JEOREE, WEmFEEORE, PNH Mmoo &, Wit moBEEE, £ LT, RiER &g+ 1t
E#ROEREEEET AL THD,

HUEIR L7222 51E, EHICEREICERKTXETHD, HR&IZ PNH MEEBE O 15% 3R+
PZErEn 5, PNH O, MEREMEOCH IOL L, BRERENRERABIEDOBEEZIT D4
FERH D, —MRICHCKTIEA~NY > (K53 F~R U BRI W) IZ &5 ke T B OIRENMEIR E B 2B
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