BVE. EEMREANESIOEVERE

RIEERBNEIOE YR

EL) 2E0s’A1 R
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1) IFC®IC

FEVEMEA N E 7 1 ¥ 2 JRHE (paroxysmal noctur-
nal hemoglobinuria : PNH) 1%, THF149 (1974) 412
TP 2 S s 3 AR S /2 & LT iFgE
SEHEEE LTHRY B s, [EmdEE i FR A
ZedE] (BER =¥ 2 & o THIRRM 2 iFgE Y
Bla SNz, ZNHhH5HICES 30 FERMICh7z-T
FERBLRIC X Y, WA, W B, B, T
e EIRIE RIS A AT A LN TE
7. PNH (3B IR DB 2 BRI & o T3k
ZONER DT LN TE L, HEIEE O —FEH &
LTOARTHRL, Biifer & 7iMaiiegs L
TOMZPeFeo. TR 5 (1993) FOKRF LD 7
V—TIZ &% PIG-A BIZTFEROFEHE ZHITT] &
Bt TN R, ZOHICHD B
Mz —AE8EEVvoTInTHs9. P13
(2001) 4F IS EBR Y ¥ R YW 4 [PNH & IR
B G TIREBOMNES S I PR E TS, RO
REMIFFEE D —HICE L, EBEMHRAOSEIE
M7z, SR 15 (2003) 4121, Duke Symposium on
PNH 28R 7z, EBEWIZEH % By & L7z EE
PNH # M K £ i (International PNH Interest
Group : I-PIG) AS#lik S 7z, TPIG L £ 3, EB
BT 2B WRAE L BT A N4 Ok %
HIgL, ehxarytryH A - R—=X=L L TAE
L7zY

Z O [PNH OFBHOSHAT A N &, TokHik

FEI 1) 70 0 & [R5 2 T2 TR S 72 23S 5
A5, R 11 AEEE~16 SEE I T bz [E A5 @k
FEgE AR EIRITZE RS ARt
WZBES A PACIEZEEE ] UNIEIE) @ 6 41 o S A 0F
FEIGE) 2 IG5 ERAE VW D BRI TR Y, F0
FIRTHAMAD D THH D CER17EIA).
ZO%, NEIIE] &SI CFRE 17 48 ~22 4F
BE), SR 20 453 A0S EI 2R, 6 EM DR
EWFFETE B 2 4855 3 5 B AV D AD TR 23 4F 3
HICEHSEIZ1T) bDTH 5.

2) 1ERGE

JE A SRR 2 ZE TRk S MR 2 B9 2 A
WEedE] (FRE  /hEE) offses 2 s, H
KO PNHWREE DB Z 15T, Wi & B0
BT A FERD 720D T — % ¥ 7 7 )V — 7 % ik
L, evidence-based medicine (EBM) D% 2 Ji1Zift>
CTELRTEBRN T Y A2 MHT5 X912
SCRREHI 3 & i 72,

T—=% 277 N—T TR E N, LReise
PEE BwEMZE ARSI oBERERIN EZ HigL 722
ST - RIEREERENE ] ER NIERE]) & o
W 22 AR AP AR SN, o) A%
HEX A

(OBREX 2V I\—

PNH #Z#OZWAA FEROIZODT—F 2 77
V=T DA N—IAREHE (v E) ISRRRLzEB
NTH5.

=1 AHRQ (Agency for Healthcare Research and Quality) @ Evidence Level DEZ

Level Ta BHOZ > A LMUHBABOX ZADHICLDTET VA

Level Ib | 2R EDH 1 DOV ALMUEBHRBRICEDTIET VA

Level Ia DBLEB T DO TYA 2V ENTIET Y A LMELLBARICEI D TET VA

Level Ib | %< EH 1 DDEDPDRA TDILTTA VSN HERBHMRICEDTET A

Level II KL TYA D ENTERBIEEROAEIC LD (LEBMFTPMEMIT, 7 —A3> hO—ILHHR
RE) TEFTVA

Level V FFIRZERODREPER., HOVSHEREDORKERICES2TIET VA
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EEE (TETVAUNXNI)

51 L723CHRE,  Agency for Healthcare Research
and Quality (AHRQ) D ZE 7 ¥ A LNV DEFH (R
1) 125V, %43 2 ACPICER L 72,

T/, T4 8] WKL, EASEHE B
PEFERE  KREFPRZ) X 2K 10 FEEEFHEO
BeRE 2 Vv, BRIRE R S0 oW TEER 11 4R
Bile L 72 H R ICEGH AT O Bef &2 b i v 7z

PNH 3B THY, INFTIIZLETFT VAL
NV OE RIS TH R\ T LITH B Y
TCThD. HHRICHMS N T L IHANE, PRFHE
JAINMER G ENTWE I EICOEIHE 2V, F
7z, PNH ORRGRECKAABIE BARZELT T
AETIE, —EOEREZRBDLIEBWLRICES N
TWBHDT, BRKRDLOHEZ HADREFIZ LD X
FHEHT20EAEYTH L EIKRSI NS,

(BX) ZROSRAK

2. BR (RBHLR

PNH (&, PIG-A @ ICEROE R % FE - 7z
WM RS 7 b — ISR L 7-RS R, MRS & % i
BN (Coombs M) % £ & 3 2 rb i lg R
BThb. HERRMEAIN (aplastic anemia : AA)
ERELTHHBREEHASEE L LI LIEEHE -
MERITT 5. MKBEZHATIIHTIED 25,
PNH 5N SPHETH 5. M TIEDH D45,
SHAMFE~ORITL H 5.

3. BUrE%
K2R,

4. EEEDE
®3. R4S

K2 REMBRENEI/OCVKEOBMMEE (T 22 FEHE])

2. ITOREMED LIELIEADNS.
1) BlHIOAMEK, m/MROHD

DIREEER

4. LIFICK > TREDIERZETD.
1) FREREY PNH CRIpr RO A 51%)
(1) 52ey PNH
2)EfE T2 PNH
(3)EEE PNH

5 & &

BHBZEDZN.

1. BRIRFTRE LT, B, HEOREDPARINEIOLE VR GARER~EEER) 2R0D5. &XICH#R
mie, HMER, ZREEUEZRDD. FRFERRVDY, BEFEZFROICEVFRETREET 2.

2) WEMEEUIEEER, LDHELR, NTMJOEAEET
3) REBODANEITOECBE READNEDTU VBT
4) FHRERFINAHIARAT 7 &—EAAPET, FUHKFEFILIAVZIATS—EET
5) BBEARTEIEM (BRITBIKDEN\DPEFRREHS)
6) Ham (BRI LiEA M) HERRG M & /o (SRR BRI
3. UITORERRICE O TRMEHREREDET D,
1) JUIATIWARAT 7 FIINA ) h—IL(GP) 7> H—EEER D RBMEK (PNH &1 7 fmIk)

2) SBFR, BHER FEBABRERLEICKDIEDPDEBILRBDHE

2) PNH &+ 7lEKHHEOFBENLME (RMATRIFAE S D THU PNH &1 T IKE OB BN 2ME
i, TEDOKDICHT, KRR PNH CIEXAIY2)
(1) PNH & 7 m3k5H#EOFETR EA M
(2) PNH & 7 k51 D & BE ST AUE(&RE
(3) PNH & o T IKZ 1 DBREIGHEAE, &

1) PNH (ZAMMEE N & ERALEOAE ZH R OENFMRREICLSERTHD. B e
B PNH (&, BEARRMED -PNHIEGEEIC K> TRERSINS.

2) PNH&+ 7mEkOxE EEEICIE, H1CDE5 H K VOH CDE9 £/ 7/ O—F LA £ 21
FLAERZRBWET7A—YA X N —ZDHEIND. PNH &1 Tk LIEL I
PNH &+ 7HRIIEKOEFN KLY BBEZERT.

3) BAfIFARE LT RERMNES O EVR, #7-MBKIEN, M5 LDH 8 EF, Bt UIILEE LR,
MENT NTOEEETHEE(ICRD. PNH &1 7HREkD 1 ~10% Cohnid, AR %
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BVE. EEMREANESIOEVERE

x£3 EEEDE : HHAYPNH

B OE TEELASY

FRESE ANES/OCVEE 10g/dL KD D 1
EEIICARMNEIOE VRZROI) AMFEEZE)RT
HBNE MRECBREHHD

E fE NEJOEVIRE 7g/dL REHH Y
TR ROHEMZ KEET D
HBHWE MREDEHI DS

A RBYRTAMBIECIREICKVBOPUREE Lo/ ABRDPUEEBRDIREEIET.
A2 ESRARMIKEN C ($BA 2 B EOBMAREREZEET.
A3 EETHIZ AT OESHEI, SHETCRANHBEEEELS5NS.

x4 EHEEDE: BET2E PNH

B E T4t

gFrREk 1,000/ 1L K

FEIE DTo2EmBL EZ®LT
NETAEVIRE 108/dL K

/)il 50,000/ 1L i

573K 500/ u L Kb

B E BT o 2mBL E&i#7zd
NEJ/OEVIRE 7g/dL KRG E I SEHRARMIKE M ENEET D

Im/hilz 20,000/ 1L i

A EBARIEKELE 3B 2 BAMEOBNAREREEEET.

5. & #

1) B4E5EE

JZ5548 DN 10 4F BEiE SR A UE (R HE) o Jg 1t
WA X a7 v — MK B, HAR
IZ81F % PNH Ot @ A mEHIL 430 ATHhH o722
(D). SsREsps L Cld, *E<T 17,600,344 AD
K LT 1975~1984 4E 0 10 4ERJIZ 72 1) JBH
ENHFICE B E, ZOMIC 22 B PNH % %H5E
L. 100 5 A& 72 ) DFEIEHEE 1.2 A (range : 0~
28), MEEIZ693 ANLiEsNLY (O], HH<T
KRB L THARTIIH AT 1 TH DL,
HER Y £ 207 I T EEETIRIEEMICE IS
WEHE IR TV (R5). Thooiifis AA O
LR THHY, INSOHN BRE, BFEEN
Ete) S SDOBEND B DNH Lk,
DI (R0 4RI, St Mm%
WEeHE D IEEFZE [PNH BE 2B B ERRE & B
RIBO O KILEHFE | OoF—212X 5L, HAN
45.1 j% (range : 10~86) T [E %% 32.8 & (range : 4
~80) I L THEILEIP-72 (K 1)Y [M]. 75
YAOHETIE 33 Y (M), EEOME TIE 42 7%

<Y [M], HAD—IEZO#BEIZIZASTVS. &
W ARG AT 12, H AR TIE 20~60 1A ARA
SHAET HDIIHF L, KETIX 10~30 i — 2
FHZEORBEAIWAT L. Z0BEIBELL,
KD FAEL O PNH 9% 13 AA»SBITLT
BBID% 2 &V [T, F/27 9 7HEHITidilL
BIEZ 1T LD & 92 PNHIERDRFH TR W01
ZMPBENRLTVOTIE RV EEZ bR,

2) BRIKRIE & BAE

PO HR BRI & 2 BRI O BRIR T &
B ROLEEZR 6 (R T Y [M].

FTATIAE L LT AA ZHE) BB, HAD37.8%
X LRIEDY 29.0% & HADRRH D o 72%%, Hhl
FIEBERE (myelodysplastic syndrome @ MDS)
DHPEIF 5% HI R THEE Lo 7.

ZWIRE TR OB, BMAEIERE E 2 S
oM, HMmER GFhER) A, MMGRAE H A
THEIZED» - 7255 PNH OWHBER EZ 2 Hh
HAEZ Y VIR, EYYE, MARE R ETH RIS
o7z,

WA S MR, BMAA 2 T 5

v 104 »



x5 PNH REOHIEAMEED LR

(BX) ZROSRAK

& = TERIER B/ R B4t
Le Xetal ® i 476 400/76 5.3
Huang WX et al # i 128 96/32 3.0
Kruatrache M et al ® 24 85 62/23 27
Hillmen P et al © HE 80 33/47 07
Socie G etal ” TSR 220 100/120 0.8
Nishimura J et al ® XE 176 77/99 0.8
BA 209 118/91 1.3
Fujioka Setal ¥ BA 133 73/60 1.2
a Y
ON) (N) WE
50 B& 50 — i
40 4 — 404
30 1 L 30
20 - 20 -
10 A 10 A
O ' T T O T T T T T
0 10 20 30 40 50 60 70 80 90 100 0 10 20 30 40 50 60 70 80 90 100
Evjlise) (%) Bl (%)
\. V.
K1 BAREXEICHITS PNH BEOZRESER

(>Z#k 8 &V5IR)

ErUY Y, HIMBKE, FhERE MO H AR
TLYEFERMEOMEMEZ/R LD L, #Hillx K
Mg 2 MRINER, LDH IZKET X b BE R HEO6m
ZRL7z.

WO BRI & 2 RSB O Iz o v
THRABICER 7 1R [I].

Bl oatEE LTk, PNH OHIMLESEIRTH
B IMARE, FAERAYE A EIREIC S oz b D
D, EIMAEOBBEINIE S R o 7.

bz &k, 79 7EMTIRE AR E
RTH DO L, WekFlCidd iy 2 PNH SER2S
WHICHTWE I EEZRLTWwE b bhi.

3) BRAERE
PNH TIEHARERATEI D ) 5 L) Db D

OEDTHDHH, TOHBEIHLTE, EED 15%
VI IEFICEVEE LS b 000 (M), 75~
20" [O] < B H KA [T <©
LHEVWEWE% T TThHo72. i, SHiEk#ED
BHSEHnE-T, E5ICEFILEDEL S HH
FHMEICLTBY, I OREERI &R ILEED A
BB THDH. KED 80 FIOMEGTIE, HAEMR LD
Wi S 7z 12 B O W TR FEZ IR 0 BRI L C,
RIMERRLHFHERT PNH 7 4 7RIS L TH,
L¥D PNH & 4 THIREAY) »235kI2135% 5 & &A%
BRI Tw5 9 BZELLZNE, U SR
Frr R VizoIZ, PNH #flll 7 1 — 2558 L T
b, YU RPNH 70— VIdEXERS S o b Hlg
ENn5 0

» 105 »




BVE. EEMREANESIOEVERE

&6 BAREKREICEVTHDERFOIRIKFTR CARERR

BA KE
FATRE DEGIER (%)]
BETRMERM 79 (37.8) 51 (29.0)
BBERNAUEREE 10 (4.8) 9 (5.1)
AR DEGIER (%)]
ANEF/OEVR® 70 (33.5) 88 (50.0)
Zam* 197 (94.3) 155 (88.1)
B K (5F=Ek) B 151 (72.3) 80 (45.5)
M/ NREAD* 132 (63.2) 92 (62.3)
TEGLAE ™ 7 (3.4) 24 (13.6)
MAgsE” 13 (8.2) 34 (19.3)
#WEAR [Mean = S.E]
HGB (g/dL) * 82+02 97+02
MBARMERER (x10%/L) * 783 +t6.2 195.3 £ 13.1
BmEkEE (x10°%/L) * 34753+ 137.5 4947 + 198.6
SFeERERER (X 10°/L) * 17816 21325 3005.1 = 156.4
/REE (x10%/L) * 96.0£58 140.1 £ 86
LDH (U/L) 15723 £91.7 2337.2 = 405.6
* 1 p<0.05
z#k 8 &KWaIA)
K7 BHAREKEICHTDERKES
=N KE
AHE DEGIER (%)]
B4 76 (36.4) 58 (33.0)
MASAE" 9 (4.3 56 (31.8)
BIERIE" 19 (9.1) 32 (18.2)
BRI A (ERE 8 (3.8) 6 (3.4)
=ik 6 (2.9) 1 (0.6)
ERES 22 (10.5) 16 (9.1)
* 1 p<0.05
k8 £WEIMA)
4) & & MARED% < (30% LA E), WA 7w (20% i)
MPED HARILEEHANS & 2 A BIE 2 5k 8 1R LV KD B 0
3¢ [m].

RS OWNFIZT V7 LMk TIERE (R
HoTHY, TIYTHEMATIHEIMAZ < (10~40%),
MIAE AT 72w (10% i) 2319 —FRRABITIE,

5) 47FHAR
WMPE D HAK B F A X 5 2 Wik o A FR il
(Kaplan-Meier %) 2K 2 (2773 ¥ [IM].
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8 BAREKEICHTBIEEFME

(BX) ZROSRAK

B KE
TE DEAIR (%)]
Hin 9 (23.7) 4 (10.5)
ST 14 (36.8) 14 (36.8)
MAeiE* 3 (7.9) 16 (42.1)
BEERN AR/ 0 6 (1568) 3 (7.9
e 7 (18.4) 3 (7.9
= 2 (53) 2 (53)
RETH 0 2 (53)
* 1 p<0.05
(k8 KWEIM)
4 N
%) %)
1001 @ 100 1 o,
80 - 80 1
4 60 4 60 -
Z 40 £ 40,
20 A 20 A
0 | 0 |
0 10 20 80 40 50(%) 0 10 20 80 40 50(&)
T PO
Ao V.

K2 HBAREKEICH|TZEZHEOLETFSMMIE (Kaplan-Meier %)

(X#k 8 £W5IM)

DM OPIGEENIIIE, HAD 32.1 48 & RE O
194 42128 LED - 7275, 50% 4R Tz, HA
A3 25.0 4, KED 233 4 & #£13 7% <, Kaplan-
Meier DA TOMETICHEE I Lo 72,
L2 Lads, ZFE CTICHE S N7z 50% 4401
LR E, HBHEVWDDOTH-72[7T7 VR
(14648) 7 [I], & (10.048) 9 [M], HA (16.0
)0 (], SKEVRNESI (135 4F) 1 [I]].

6) REAF#E

77 Y ADFHRETOLL M (220 #) I2X 5
&, OitesE DFEE A Cfak= (RR) =10.2],
@PIMERHPFE~OHEE (RR=5.5), @MDS/ A
197 (acute leukemia : AL) ®%HE (RR=19.1), @

WFIEAE R 55 DL 1 (RR=4.0), GBI D BHLTRE
Bl (RR=2.1), @ZWikEoIi/MRD (RR=22) O 6
HHPFHEARN T LORSNA? (D). F/—
BT, AADPDLIIEOPNHIZ TFHREIFTH - 72
(RR=0.32). N5 @ BEF GBI IE0E PIH]SE
XD o7z AEIMEAEIELTBY, ZoO% PNH
s7a—URHRLTL A2 EHREL, 7u—rolt
RKIFW U T, 3% % PNHER, AR
WINLBHRABBE LD I DDA LHEFEIN
5. FBWIRICERICIAE O BEH O H 2 BE D 4
EEAERRIT 40% B4R, S0 X)) RIEBITIZ B
5 M HIE R (hematopoietic stem cell trans-
plantation : HST) % &¥HIC FF—MREZMIGET 5 2
EDHEIRE NG, L LedS T VT BITIZHCKE
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BVE. EEMREANESIOEVERE

X9 BAREKBICHEITREGTFERTIRAF

BA KE
o f& FE5E p f& FE5E
Bl
50 mA L < 0.0001 9.5 < 0.0001 14.4
EAERMER (BFAREK) IR AME < 0.0001 16.3 < 0.0001 30.5
Mg 0.2 1.3 0.0072 6.1
B BEFR BUERAT DB 0.7 0.1 0.005 7.7
AaftE
MmAedE 0.052 3.6 0.004 54
EERRGME 0.0007 10.1 0.03 3.7
B BERY E(RRT 0.03 4.6 0.9 1.4
Bre 0.003 7.7 0.4 05
(>t 8 & W51A)

13 EMAIENRS 2L, EO—F TlIMAEIEIRD
W EORME S ), WoROWEE 20 F S
TELRWIEIHHORMICANTB2RTNIER S
R\,

MPEO H AR L 2 &, HRiCHEd 57
BARKNTIE, OBWREER 50 Ll L, @i
HE FIMER (G ipER) IR, O R YIE D & T
H-72(F9 Y [M]. KEFAOADKTIX, OB
WE LA RE D BEA:, @2 Wik MDS O BEH:, QI HE
DFAET, HAPIOADKTIE, OMDS OFHE, @
BEAREDIIETH -7z, MBEIXHABNIZB T
TR OIHETH 275, BEMK FHRARKET-&
LTI AICERES o/ b5,

6. RA - A&

1) B

PNH DA OHEE, 1866 F 0 Gull 12 EHDIF
0 12, 1882 4 Striibing 12 & - THEFEH O M NI
IZXBANETHE YRYELE LT ORBBEEA Y S
N7z ZOf%, Ham (12X 0 BHFRMIROH IS
F 5 RSZMETCHE AR S A28 1 ML FEM 2 B
JPIEES KABITH o 72, 1983 4127 1) Hli Al A
FT# % CD55 (decay-accelerating factor : DAF) #*
BHERMERTRKIEL THDB 2 EDHLPIR D B
e\ THIAIEVEAL O 1R BB R % H# L T % CD59
(membrane inhibitor of reactive lysis : MIRL) ® X
HHHBIL "% PNH O ML ARG E T 0 K4

WX B2 EHHIH L7z, CD55 1 C3/C5 fnfffi sk o
B2 IS 5 2 212 X o THIfEIE M LR o il
DB Z T 2 D01k L Y, CD59 & CO I/EHI L
TG 18 (membrane attack complex : MAC)
DA MET S (K 3) 2%, CD55 D=7 /KE
JE (Inab FHM) T, CD59 DIEH A ICBVTIZ
WARRZETEIC X A IIEA SN2 F72,
W2 CD59 DA KPERIBAE T, CD55 HYIEH 7 A
TIE PNH & 35T & 2 WHIMAERDS A SN B Z,
N5 NS Y, PIGAZERIZE D CD55 &
CD59 DWHEHKART 5 PNH MERD ML 1Z CD59
KABDSPL e 2 i %2 Hefzd e % 2 b, PNH
HC, ToF7F COKIEE S 7 BHE TlE PNH JRIM
BRA95% TH - THORIMIEIRE DR h o722 8 d
O L eTFTHY

IO X HIZ, HIRIZEEV PNH MERO B o 5
HZHI S SNI2DS, HREE I 2 T35 3 5w
PEALBERE IO W TIEA I 2 s % v, BETIE, F
HTH DT RMARIEHALI X 2 FEHehY 2 7 175 A
S5N57A5, EGE, BEIR, T, Ek vy I C
REFEHC®), AP, Wiz Ehke 2FRICE D
ROHIAIE AL AR 2 5 &, R TR (A
M51E) % 2729, INOFEROLE2LTD, KW
WU LIS E 22 5 D3 EGSETH 5. WifkinE
{LDOFERETLT L b IRGE O TR & 13 BIR% <,
v FXGBRSL BT EE R B IEDTH IS S
NLIEDVDHVEREET D, T OBRIYEFFGE
ML, EHAHE D AR IMEREDUR O 2L A & B PLR
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(BX) ZROSRAK

4 )
IEEIRIMmEK PNH7R ik
C9 C9
/CD59 &
GPI
J anchor
completed membrane
attack complex
\. J

3 WRBMDXHZXL

MR EN, 2T B AT T o A RBERD
a9 5 2 & TRk W AR AT AL SN B 7200
\Z PNH I ERAERAFM 2 9 LFH ST
%%,

A OBEMITHEICE LT, MBI OB ER A
(2 & D i CO, A3 LIRIEZE < 72 DAl AR A
PALE D &) FLR %, R OB EB LTI
& 1 lipopolysaccharide (LPS) &2 &= > F % >
WORASER L, S AR Z AL T 5 & v ) 3™
THPISNTE 70, FHRGIC X 2 HEImITHE
F, MENEIIC X 2SR ZRETHH &G T2
LB A S, HEPRIZES Y PNH JRILER A3 K
TEOTHLEHBING.

2) mEEET

PNH MERTIEZYVIINVNKFRAT 7 FINA ¥
b=V (GPD &b B HEHEE 2 R L CHllEE S
#Witr9 bGPl T v —M&H (GPI-AP) TXTHKR
HELTWDZEDRDhoTWR, 4D GPL-AP
OREEBIET I IER TH o 20T %3 PNH IfiiEkiz

B % GPI-AP RIHDFKIE T ¥ H —Eh55 DAz
WhbLBIETEREEZ b2, KT 5, PNH
BEPOBIL L7z B ) 7 SEERR O R 2 T 02 5 2
PNH ORFEIIHAAT 7 FINVA )T F—=IVIIN-7
TFNTNAY IV EMNNT ERNDAT v TR
WEREOMMMZ 9 2A ADERTHLZ L XL

D IEGEH Yy a— = v rkiE e 2 o RE 2
3 % WART phosphatidylinositolglycan-classA (PIG-A)
% PNH OFEMEF & LTHRE L2 BlfE

(2 & M7z &8 o PNH 147 Bl 46T, 178 @
PIG-A ZERNPFEZEIN TS (R 4) ), 1 HEkEHEE
LIREEREA - REDVEC, 2HET TORFEH 82%
Zio7z (R 10). LRAEKIIZHS B CRIFREE &
AT T 4 ZFRRZIA < 7347 L hot spot I3FEET,
BHRDKER T L — 527 M2l $HIH57% & KGR
skl (R 10). 28 THEBORE 70— %
B, I B 2HITEAEORE 7 v — ¥ HIE— B
PORESN, PNH IR STz L) 2l
sua—yPEEw) XYL LArF) T u— %o
WRATH LI LWbholz (R10).

3) PNH 7 O— L X#FE

PIG-A Z 5 % - 72 PNH S LA 7 1 — > )%
PR L TIE U T PNH $H OFk 4 ik 2 5814
LI TH BN, 37 AMEEIET Piga ZHIEL
72PNH ET VY7 ZA2/ER L, REIBBIZELTY
W7 a0—OPREIBLE I NN &5, PNH
DIFEFENTIE PIG-A BRIZFTEATHIZEEZ LR
% 0 PNHAZIIMEREA 2R 301255 <, 520
DFEMALEZES>TWD. AA OFSEHNIZ PNH %
JE%R A A AA-PNHIEBEI I S A6, AA &
PNH OBEM R SN T E 72 Y FEREMATLA
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BVE. EEMREANESIOEVERE

7 N
N
A v
g
Vv : Base Substitution
¢ : Deletion/Insertion
— . Large Deletion/Insertion
L J

4 ZE®D PNHEE 147 fITRAES Nz 178 D PIG-A BIzFEEDSH

(>8R 39 LK W5IR)

®10 RE®DPNHEZE 147 HITRAESI Nz 178 D PIG-A BIzFEEY Y —

[. type II. consequence M. 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 deletion/insertion 4 four 2
insertion
1nt 20
2 nt 3
3 nt 8
others 11
total 178 total 178 total 144

nt . nucleotide
(zmk 39 KY51H)

WHETd - 72 AA S, PRI o7 ) >
(anti-thymocyte globulin : ATG), #1V) ¥ /887 1
7'V ¥ (anti-lymphocyte globulin : ALG) % & D%
EPIHIRE A IE S N, BT RRE o/, 2
NH O AA BFIZRAELIBITIC & ) Sl s
ERTEMAEPELIEEZ LD, Thbo
BHED% {ix (13~52%), PNH IMER (1%LL 1) %
FioTWwa Z &7 1990 AR A D ARV THEE S h
Tw3 o2 [M]. oI ensb, PNHZH— Vi
SEIRAIIREE & 520012 < SRS 5 £ % 2
L7z,

BUEZ 2 5T PNH 7 1 — ¥ DI %
R 5 RY. EEMEHILIC PIG-A ZRAEZ 2
(step ). THIFEFEATHHENLEI->TND

CEDRSERENT VLA P, 72T PNH 7
T — IR T PNH OIEIRD AR T 2w, #
CIZAA TEZ % X9 RRBEABIENND S &,
BZ 5L GPI Ml Z oBEh» Hkh, PNH
78— Y OERITE DB HEIZHNICHENT 5
(step2). LA L7%2H, AA D BFE L TE 72 PNH
R R IEIMA A2 4E ) PNH Tk PNH Milizofl &
VRV 30% L 5VETT, Z0HHEM R
THZ DL BT REL TV LHDNE
ELAETHBLILEEZ DL, INIZFTIILE
7 PNH (florid PNH) # @3 2 2 L3R5 THh
5. BZHL, step 2 THIICHIN L 72 PNH #:5
NaASE L % 34§ 5 7= D IS hl & 4k 1) K9 8T,
BRI 38 & 558 2 X9 iy 2 B a8
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a N
Complement
Attack
9%, 5
“o %@l@ $, 5
Sy (SN
RBC Hemolysis
PIG-A | | I 2nd @g @@
mmunologica n Monocytes
@ Mutatlon @ Attack Mutation @ @ / @ @@
l ‘ @@@ l @ -_— %. @ PMN
(:)(:) Step 1 (:)(:> Ster2 (@)  Step3 (:)C:) ‘\\\\\
@ @ °‘-.° > Platelets
Hematopoietic Relative Expansion Absolute Expansion
Stem Cells (Survival Advantage) (Growth Advantage) O®6O©
OOO Lymphocytes
©
A\ J

K5 PNHZoO—>OiKEF — SERREST
PNH 7 O0—> DAL TERZ 29 B ICIFESRD step BPUBTHS.
step 1 : PIG-A ZEEH EMEMEICE S
step 2 | REEMHEIC LD EEHMEOR2S & PNH &fifa OMEa9Em
step 3: £ 2 DEFICKD PNH MO O— MR K

by, S5 7% 58N% 8 UR#EMICEH K
M& H I PNHAMMIZERE SN THEBIZZRT S
(step 3).

WEIMBEEZ G| Z 2 FREFIEED Y -7 v b
& LT GPLAP #4r LT, GPI-AP #5839 %
IEFEEEE SN L DIk L, GPI-AP % KiH
T AT OfEELRNSZ LIZARYD, PNH 7
O — v OIKER 2 3T % 9 2 TREEI N 23
THhb.

Maciejewski 5%, PNH 7213 C7% < GPI Fa:Alli
2O AA R MDSIZBWT, MHCZ 9 A0 D
DR2 B % FEOfEFI OB AMREH & ik L TRiw S
EERHEm L (M) X512, EESIE, HAD
PNH 21 fEfl 2, DR2 IZ& I N5 HIETHD )
% DRB1*1501 & DRB1*1502 i fz - &l % Z &1 13
BlE 6 1o PNHIEMAHES 2 & & it L7z ¥[M].
72, INHOEFDH B, 13 Bk DRB1*1501-
DQAI1*0120-DQBI1*0602 DN 71 ¥ £ 7% - T\
7z, S, 0.003% DL 1o GPI B % Fo
MDS (RA) %61 21 Bl 5 +, 19 #1143 DRBI*1501 &
7213 1502 M TR A D, 7 AR SIS
LRIBHETH B 2 & 28 L2 [m].

PIEXY, PNH, AA, MDSIZBWT, GPIkM:
MM ASSEIE 2400 B 12 X 0 B8N 5 R 0 & 1510
HFHIZ, MHC 7 7 AN ERTFROME R H Y,
NS %S 5 CD4 Btk T M2 - TW B 1]

HETEAVRIZ S L7z,

KT 5E, EAHIEO PR A GPI-AP O ¥4 &
GPL-AP "2 7 77 % —,& LCTHREL TV A1
DWTODETFIVERRZ AT, GPIREMNIZ
GPI-AP kDR T F FE#FE L MHC 7 7 X 1
DFICRERTERVI &, GPIKIEMIEIE, 277
2 5 —Td 5RAD GPI-AP 23KIET 572012, B
PEMINB I e L CD4 Btk o Mila s =P T VU > 798k
(CTL) ISR LT chH b 2 L 2R L2 —7,
RRE S X H SR ENE Y vosEkE LT NK g%

A L, GPI MMl B c bt L NK iz ic
;é% I WS EERLE® :@NK&
BORE 5T & LT GPI-AP @ ULBP AMEfi 2
5P é%kUmelUMK&%%L%T%
NKG2D 2Bk S eI X 2 o i 55 5 s $2 g
ENTWD O LaLzdss, CTL 2k LT GPI Bt
A & B LB O B CTE BV E V) HED H 1 o)
GPI-AP &P AS CTL (%) L CHRHiMTH 5 2>
EI DPITOWTUTIEmRAH TV,

Brodsky 512 & 0, GPI Bt & Btk it
L7 R =Y RAMETH2 L OHEDF RSN, D
BRI EI N PICA R DY 208k, ifto
FEL GPI-AP IO A IR R, 2T K
F—YRMEIEPNH 2 02— VEAED b DTIE 4L
AA R MDS 7% i IMASREGI I ILROBR TH 5
EDOIEAHRNIZ O Zoth, TR b= ATk
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BVE. EEMREANESIOEVERE

122V Th, PNH EFHMNE & AEH ML & DT
DHEVEDHEDLHY P, ZORMIIOVNTHVET
RBILE LTWBIRETHS.

72, EESIEY 4 v A A ESEET (Willms®
tumor gene : WT1) %% PNH & 05 #iMifa 2 v
T, EFHB L AA BE L THREICRIEHR
LTw3ZeaAMLA® [M]. 25ICPNH 2
O — > ORAE (A7) B ZHPIL 9 A#(zF & L
T, Schubert 5 13 early growth response factor 1 (EGR-
1) #15T & TAX-responsive enhancer element binding
protein (TAXREBI07) #&{z¥-% %, Ware 513 human
Al, hHR23B, Mcl-1, RhoA {27 % T h T h i L
T ™ JE o, 12 FROAREEZA L, PNH
HME D 7 1 — PR O A & 7z B3 O R 72 fEAT
M5, ZOHRICIE RV O FKEE- & LTH
5NT % HMGAZ SRR T ORIMEFER B G- L T
WHIREPEZ IR L7z %) & 512 20 BlOUFhER % fi AT
L7244 40% OIEBIT HMGAZ #EF OBt
HHNTz O BIREWC 2, THHDOBIEZTDH
b, EGR-1i#{AF & HMGA2 AT %% RhoA #fxT
WCEDBHEShTwD e ) #Erzsh ™ |y
BRI A T & L CTHE SN Tz 3 DO|IET2°
12oDHGZE LTOLHHRIES T &7

7. FEEABLUERKIZE

1) B (NEJOEVR) $KUREESE

WP ZFR T, RHORBOR (NEFBE Y
JR) D E SN, BIABREORAIZROER
DATHEIERDOZ D H DD, KEOFEIMTIZEAME
BEAREZRI LENMPLELLALELHSH. T,
WIRIANE 7 T U RZHD L BEHE T, FORE
WXZEALS 5. AL O FEAE I B AR LBk O Honf &
WG AL O REEEIARAE L, iR LDH 12
s 5. MY ) VY B OBMZ HE %
RO L. EYHER EAEIMFEEOFE RN E LI LD
b5, HREBRICE S E, BHFIIAEZOE VIR
22T BBNLKEFITIE 50% T 5 DIk L AAH
TIE 34% LK TH -7z (R 6)¥ [I].

PNH TSR Z 320 5. Joo H KGR
BT, HARTORIMOFEE L 94% CKE 88%), ~
E7UY VREIRFY82g/dL CKkE 9.7g/dL) T
H o7z KENCHAHAO PNH (& & IR 2556
A, AT H AR TORER TEMA LD EBEEE A
W kR TWwWLEEZONS.

MAEPEINLS X 0 ol S a7 o ¥ iz,
PNH Ok 4 ZRIERIZA B0 FTREL TS
PNH [ 7250 T K & R ERofia s (AEEe) 2

FABZEDNDHY, LIZLITEMREE (NEFoY
VIR) LSBT 5. HERIE RIS oM IS
$ 5 LHR SN TE 7278, BUECTIREMIC X 5 ik
NEZFTY A BILEFR (NO) WS T b7k
EZOLNTWA. NO X2 ibig <& 5 1EH
WHDHH, BMIZE Y ANETZ OV UEMT 5 &,
KEDONO Z2HH WAL, TOHRE LTHEN
OIHiE D75 THITFTHAE™ FHE ZDXH%k
BHETIIEENLED LADPHEREIN TS, NOD
Bl & 5= bz ) &Y KR NO #EE 2
ETDLINTFTANONALTTT) D5ITE-T
FERDERYE T 2R AL N E 25 S, NO RKAES

EFEENL, FRBMERICLLFRATAS L,
ANEZOEVREZELLTWD L X ISEHHIEREEIC
HoTWAHI ENL W, TRLBEHAEZOE V(2
% NOOWAEMNEREEZ LS.

AP L IR 2 PNH 7R ILEREZE AL 0 it i
ANEZUE VLS NO BEE, Bk oo s
JEOFHRE LTHEETHS. PNH DOIIA, HIHR
ILERAE <2 MR P L ISR A PSR BN 70 & I Y A I
PEE I BT B BRI IE NO K ZOT A 5
LTWwaEEZLNE ™

Z)ﬁMTé

PNH (2B ) BEMbEEdE L »omohThh,
Dacie & Lewis (3 AA & LCHRIEL, FOFGEFIC
PNH (ZHEBE) e IR 2 TR S ERI 25 72 200 & $4FFE S
HZEIEHL, Ih# AAPNHERE&Ga L
72 B SR IIHIE I O AN R W AAE ST R
o2 AA BE D% X, WM& HiE L LT PNH
EHIELTL A2 EDbhroTET

JTL#‘ 1988 4EH* 5 1990 F D MICH T X 72 3

D CHEERF L2225 ™, #5700 #% 8
<; AA BHE D 4~9% 25 WGRE LIS X 5 PNH (2
JERL TV ™7 1994 45705 1995 4E 12 % & 7
T—H A h A =12 X % PNH MO [F & 2053
FL7=hs, ZoJidz HwTirbii: 118 6l (3 #id
5D oG, RaEEigih, 1%L ko PNH i
Bk (ke v LIEARINER) 24535 AA OEIE1E 35
~52% L EHICE W ERHS NI o2 8
1998 44 5 1999 4F1C b FARICHET ST w5 7%,
COWETI 15~29% LI DTHo7 % &
SICIRIEICR Y, A PNH % 4 7Hlla % i3 %
tb@ﬁﬁ&ﬁ&@ﬂﬁ»%%%&mNHm%%ﬁ
EHE) BV D L, 67~89% D AR AA BE )
PNH % { 7z 4 L Twb LB SN Tn5 27

HARILEIC X B &, BRI AA OBFED H 5 9E
BilL, WO [k FhEk) A, MR &
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(BX) ZROSRAK

KE (%) BAR (%) p &
Evidence of thrombosis 66/176 (37.5) 21/209 (10.0) < 0.0001
Thrombosis at diagnosis 36/176 (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

EDICHARDRERNIC L o7 (R5)Y [MI]. 2oz
X7 VTHEBITIE AA L DBEEN L D IEVE W
IMERKOWEE T EHDTH LN, TO—HT
B OB MAE DA HFEIITEDS L h -7 (R D).
Pak 512k % 9 Bl PNH FEFICEIT S PNH 27 10—
YD 6~10 FEHOBIFAIC X B &, BB M AL
ZRE D FEF OREEBIEIH I Z Do RERNIZ L LT
ARICEL, PNH 7 1 ZHlO# A DT LTwre.
L7255 T, MMoEMAEIEPNH 7 10— Ol
MR & 2R CoORKGKEEZ SN L ™ [T).

3) EEEMm (MDS &5WLIaMmEA\DEIT)

I 513 40 B o> F Bk MDS 4 51 % @6 L, 4 6l
(10%) (WA & 27 PNH AR I1ERB & OUFiEk (10% L
F)ZRMBLA™[M]. RS IX Bl oSk
(0.003% LLE) ZHWTHELZEZ A, 119610
MDS (RA) B 21 41 (17.6%) (2 PNH % A 7l
ZRWH L2 [M].

HRIEIZ X % &, MDS %5 DRBATH (5%Hit4)
(R6) % 5T MDS DEBFE (3~4%) (R7) &
HICHKBTEE o728 [[I]. Araten 51X 46
Bl FL B PNH 5B & #2 BIICERT L72 & 2 5,
11 61 (24%) (2 Pettfh i 2 520 72 % [M]. Lo L
BHL, OB L THITIREE & HIcmn
REE 70— OEGEIWMP LTl 51,
de novo MDS & FIZ$ % LRI WL 0D, Yt
REF ORI 20b 5T, KEHO PNH TldE
MM RSB sz 2, T
DIEBIH HHMIFIAT L2 b D3 o7z, Ul
DX H1Z, PNHIZBI S MDS it g9 L B

BRTLLDOTELEVWE)ITHDL. TDO—JT,
PNH 2> 5 HILHE~NDBIT S L b TH 5 2,
PNH (28T 2 LB & HIRERE & OR#ElXIZ-
2D L,

PNH 25 O HIIFE~DHEREIZDOWTIE, ThFET
5~15%FEFE L £ 2 SN T X772, HAREB TRV
N 3B L RO L VIKETH 72 (RT)?
[II]. Harris 512X %, 1962 4FE LIS SN2

PNH 25 FILH 2 IE L 72 119 B0 F L DItk b
&, DB 104 WAEY L ERIINICE 0o T
B xEH 2 & DTE721,760 #10> PNH i @ 5
B, HILEZEHE L7201 1661 (1%) T, JBEL
72 288 B FTIIHIE L 13 61 (5%) TH - 72 [M].
AR O T b 32 Bivp, Ptk B 2o
DFT7THT, ZOTHR5BIANPNH 70— T
-7z, PNH 55 OHIMIFFHIER T, HIwHii
X GPIEETH 5 2 L H% <, PNH RILEKOH R
MESHEATL, —EW OB BRI 25 & T &
L BIHE o 72,

4) MmiRiE

MASE 1E (T 2> OB ML M2 1 70 Vv PNH ICHRR
M7 GHHET, 0% IGRFHFIRIMASIEDTE % &
L. BEDE  EE R IR E LCiE, BN
(Budd-Chiari #EfEHE, Wi BIREHIR) <0 SN (BN
IR) T 5 A, YRk ERr (28 ErIR, RIS ALEIR)
WZHHZ B, HRIBIZX 2 &, KRER TR
RD 19% A MMAETEH 5 DK LT, HADFERFT
X 6%ITHE ol (R6). FIEBRDEIIES S
IR ZEOEFATATD, KEHID 38%I2
LT, HARDIERNZ 10% & A EIEHETH - 72
(F11).
MBFERFEDKEFICOVTIE, DL I AH T4
RSN TWD LIV, RILERANENLS 5 &,
phosphatidyl serine (PS) 238 I L i IR D5 | & &
LD H B Fi, MUMIEEED CD9 % & DO
RHIER T2 KB LTBY, MM TR
b s N2 &SI MAREIICE L ¥ X512,
PNH OHERRLUFHER T GPI-AP TH L7 0 F ) —
Y- LTy —0RIET 575, ZOREWHERO Y
0¥ F—¥ - L7y = mHic#mLcsy, =
NASHESIE) MR 2 PIH L, ik 15 <
EVWIHI L H B F7z, PNH 2MRFEE T 5105
P LR B TR EREANE 7 1 ¥ v oI BN A
NO OWHE % L CHIMBEICHF G- LTwb &EE 2
NG, Do RBELELWERDNRS
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(%)

100
80

60 1

40 1

CD59 (—) PMN

20 A

® @O

0

EBICE T B MisE DT

\.

X 6
(k8 £1)5IH)

A, SO HKERICE Y, MR % BB S I8
L 7= KBTS L 2 WENCHR, B S AR
Bk & G BR300 PNH MR O B4 03w 0o 72 (K]
6)% [M]. IMmAAE % 88 L 22BI0I1E & A &3 50%
Y EOREIFTERE AT AR TH D, Rk R
AP & D% S bIE SN TV D 5% ZTidH
ROIEFTIXE) e &, 50% Lo RF I
ERPFAEL T, L TMBIEZREI LT WnEW
9T EE L, BES A TIARE R MR T
BEORRKMERZEIZEI D) A7 ITEVDEDHEHHD
ERbLID.

R 2 ) <7 (V1) 1) A) @ PNH fEBI~
DOPLGHEIMO M7 & F MBIEDIHE) X 7 KT
KEL I EPWHEINLTH[M]. 2oz L, #ik
WAL & 2 IR D M5 YA LS ARRE O FEHE (2
CHELTWARIERRLTVWEEEZLNRD.

5) REZE

FERERFICRIE 7 B3 5 & & XTIV (H A
T 34%, KEIT13.6%) A5, i B &G %
RIET B S DB B (HARTIL%, KETI182%)?
[M]. Bk Bk = HERIC 3517 5 GPL-AP (FeyR-II %
CD14) ORI IFR IR HEROFRREN 70 JH 2RI
LTw3b00, %< OMEFIZBWTIZAIMEROE
MR DIRGIED S PE) A2 & L CTIEEETH D L
EZHLNTVS,

KE PNH FH&D#FHEk CD59 RIFR & MiefE

8. & H

1) 7O0-YA b XK U—

(1) PNH &« JMERDIRHE

PNH % A 77102k (iR PR ER) DRt
1%, Ham 3SR (RREALILEE i M 3AER) & AR K SR
(F 7213 HEH A ERER) 23 TEICHW SN T & 72, Ham
AR, BB (pH6.5~7.0) T2 2 &1 X b #itkz
WPEAL L7203 2 v, flARIS & 2 e 2 e 5
LRAETH DY, WHAKRBRE W) D, 14 il
B2 T A 2 L2 & D RImERIC AT S 7ok &k
MEREL L OREEHEE D, MRELENET 5 RE
Thb" wind, 5~10%D LOEM Thtk & H)
EL, W 7 PNH GO W £71& 10~80% DI
%Y. Ham SEROIT ) APFRMIEE <, R
BCid, BEARSFERERN, A ORI ki 2
ETHBEERT I EMB B, 72, hereditary ery-
throblast multinuclearity associated with a positive
acidified serum test (HEMPAS) &\ Hi&d CTHi % 4
KPEFM (CDATTAY) T Ham slBRF T, BOHEAKRER
BEZETZZLEIAHTHS. T, BFERI
IR 7% HEMPAS $LH % 7 5, W 3 i i &
HEMPAS $ifk (IgM) 25T 5720 C, HCIiE
A, HORMERTHAE L7z % v 2 & OB IEE
PALS 2 DT, PNH & 3EHITTHETH 5.

ERLE AR T, ABUME AR & v 7z
VRIILBO & 15 5 7z Al A i ik sz 1 it 2 ST
5 B AARTE LM EABR (complement lysis sensitiv-
ity test : CLS 7 A 1) %%, Rosse & Dacie 2 & V) Bi%
SR A ) OFEFICHREZ AR (typell)
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%12 PNHIMmIXTRIELTLS GPI-AP

(BX) ZROSRAK

=

Eis kK]

wWIAHIEE T

Decay accelerating factor (DAF, CD55)
Membrane inhibitor of reactive lysis (MIRL, CD59, MACIF, HRF20) All

All

[E23

Acetylcholinesterase (AchE)
Neutrophil alkaline phosphatase (NAP)
5’-ectonucleotidase (CD73)

ADP ribose hydrase (CD157, Ecto-enzyme)

@ m

w

tr, G, Mo

Lt7&—

Fcy receptor I B (CD16B)

Urokinase-type plasminogen activator receptor (UPAR, CD58)
Endotoxin binding protein receptor (CD14)

G, Mo
Mo, Ma

BERTF

Blast-1 (CD48)

CDe6b (formerly CD67), CD66¢C
CD108 (JHM blood group antigen)
GPI-80

Lymphocyte function-associatednantigen-3 (LFA-3, CD58)

Omorm
=O
5

aoliv

Campath-1 (CD52)

CDh24

Thy-1 (CD90)

CD109

p50-80

GP500

GP175

Eosinophil-derived neurotoxin
Cellular prion protein

o

'UBI—Z

OOTUOrYOr

Mo, P

’

Al 2mERRFE E: Bk, G: FRIEK L: U>J/SEK Mo: Ik Ma:<xosO077—, P /MR,

Stm : E§EEAAE, Str: BEANO—T

EIEEARIMIR (type 1) & DI D&M % FEoRk i
B (typell) BT 5 2 LAR SN2 ZOZ &Ik
PNH A I7 00— MORETHL I L 2RIEd
H5HDTHBH, FEEIC PIG-A A5 T2 RN )
LD ENRLFEINTVE ¥,

LEakod X 912 PNH JRILER TR AR Z AT
LCTWBZEDREL NS bho TS, ik
JEZURTLET H0DE VI EFIZEDS S AYT
o7z 1983 4127 Y whARHIEP - Td 5 CD55 2%
BERMERTRIBLTND I EBH SR B9
HEVT CD59 OKIHD B L 7%, PNH O i1 Al
RHIEEFORIBIZE 2 2 EASHIBI L7, 13T
I, PNHIERTIEINSDOEHDO AR L4 7
EHPKEL TV Z EPMKRTHHL, hb

X

DRABEITZTRTGPL L VbR AHERE %/ LT
MR A A GPLI-AP EIIEN A EAETH -
72. PNH IIERCRIHL T 5 GPI-AP 2% 12 IR
K2

NS OEMAIHT B PR % VT PNH ¥
4 7MERZHRET S 70— 4 b A M) —@ED
1990 AU A D LK L, HAMICBIOTRE 2D
20%H 5. HwaPifkd LTiE, CD55 & CD59 2%
EMIKICHEHLTBY, JHEhTWw5E, LELLE
Rosse 5D F IV —TIxZFNEh, Zhboiifkz
W, CLS 7 A M CTHINEN S type IR MER L 1T1F
RIS B S BRI ERAI SN B 2 L &R L
7z %% GPI KIHMIBOHI &£ MREMTELE D
THBHD, —HINIIEFRIR, ARILER, Y 238k
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( N
(%) (%) »
5|
100 G 100 *E
80 80
o 601 5 601
0 1 0 1 -
S 40 = . S 40
20 1 F_‘ 20 =
0 0
RBC PMN MNC RBC PMN MNC
L * J
¢ %1 p<0.05
. V,

7 BALKED PNH B85\ B MERIEO CD59 RIS

(k8 £15IH)

JEICRIEHBOH G BN ERESN TV L Y
B HKRILER T, WImIENTIEE GBI o CD59 »
RIEFIE, HARTIIEPERT42.8+£3.7% (1=90),
FRIMER T 37.8+24% (n=151), U ¥ /NEKT18.1=
33% Th-o72 (B7)¥ [M]. KETIEEFFIRT
68.6+3.3% (n=98), Ml EK T 45.0+2.3% (n=
164), U ¥SERT21.6+27% Th o7z KIMLERHE
BNCRBFEZEBE L CALE, HROTNIZBWT
b, WFHER, RIMER, VY SEROMIZE 22 725,
HAL KE% lgs % LRIk & BRIz BTk
E2SE R Ao 72 GRINER § p=0.03, FHEk: p<
0.0001). F7-HHEESIE, AA 5 PNH %= 58E L 72
FRCEORMERL, — MBI PNH ¥ A 71k
B BENN, RRSMLEmER, ARMLERONEIC B
LEWMELTNDE® Fhbh, PNH ¥4 ks
BINCHBT 57200213, KRG hEkE2 w5 2
ENHEREEI NG, X5, WFRBRIEERIN O EE L %
H&w@@,mﬂ{947mﬁ®m$%ﬁﬁﬁ$¢é
I ZTHIEREING.

HLEME 2 ITEHAEEZ BTS2 ARE
MATRAASNDGE, FNHPNHIC LS SO
EIDERBWT H-0147) 7u—H% A4 M X b —
X, MRS CTRIRE L L TiThhTw b 5ERki:
TrHaThsb —h, dHEEOFHAED, PNH
7 A4 TMEROWEIMEED DD, Z9) Thuvrzi]
W5 5720121, 0.01%Hit%D PNH % 1 7IiEk% 1k
B R TE B EREEL T A LTED D B %7
Ziud, PNH ¥ 4 7HR BRI S BA SERNIC B
% PNH % 4 7HREREI GO R ILEDS 0.2% i TH
D, BEtEEHE SN BIEF O 8 #ITIE, PNH % A
TR IEROB G 1% 722D TH D ®,

PNH % A 7HRERAT 1% L LMl S a BE1C oAk
[BatE] LHET HHERPETIE, NSO PNH ¥ 4
THERFFEEIEBIAY [Fafk] sl ).

MEREICEF R I~ —h — (- & 2 PR kT
13 CD11b, RIMERTIEZ ) 2749 ¥ A) KT 5
ﬁ%k,mcmﬁﬁlwmcmwmﬁiéﬁw%m

. AR R WTHEEIC S — T 4 v 7T,
Wa v ha—)v& [PNH ¥ A 7 5k Bk b |
[PNH % A4 7RI ] & oBfi % ehzh
0.003%, 0.005% F TFIF5ZENTEL. 72721,
PRI 2> & R ASFG#E L 72 MR Tld, CD1lb %271 2
73 Y ADFEBH LNV 1] @ CD55 Bk
CD59 MM ERASE L OGS A Z EdH b, 2
DO PNH % 4 7lEkIE, R~ — 7 —DFHL X
W —TH 5720 Ky FATITKFEICIESED
PNH % A ZMERE IR B50AG37 — v %RT. C
DI DB TR LE THNIES BRI 5
ZENTE L. 2O PNH HEko M3, ¥t GPI-
AP EHPUERDLDH 1 12 fluorescent-labeled inactive
toxin aerolysin (FLAER) % i1 % Z & 12X - TKIE
WZERS A2 EHTEL Y ZoFLAER &, #fsT
Mz 7o) Yy LR h A HEEEE T, M
W 2T F.o> GPIAP @7 ¥ # — Sh4r iR BRI IR &
B b= 7-72 1 FLAER I ZZFNH A EINLZ k2
7280, RMERDOFENTIIIE Z 22 &) HEXIA D
5.

PNH EE OMERIE, 1%LT 04T lE I3
tmNQ,fmﬁ(XEﬁMM%Tﬂ%@XBﬁ
g (B), NK#MifE (NK), IHi/ME (P) 7 &% Rkl
BRI, flix OMAGDLETHREEND A, &&HHE
MRV GEM /3% — > THh A, PNH % 1 7Lk
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Hemoglobinuria Infection ~ Thrombosis ~ Anemia  Leukopenia Thrombocytopenia Hematopoietic Thrombosis
failure
Prior disorder Initial symptom Complication
% p<0.05
A\ J

X8 BAELKEICEITSD CDE9 RIBREKERKAR
(Xt 8 £ WEIF)

DOMOEHE LT A5G, Y%L GCGED2 FIEH D PNH 7 4 7 MERO LK EFE % BEES 5

ARV FIRF IR 2 L BEADH A, GE DR HZZ) 28
e Tdh - 728451, BNCTRERAREZIRILL, R0
ﬁ‘% AR KR LIPS 5. T USRS S N7
IZOAPNH ¥ A4 FIiERRGME & HET 5. ARIEk
#U#%ﬁwﬁn WHEITHEEKIZH PNH %7 4 7l
HAFED L HDT, FROBICCD33 2~ —h—¢&
L CHIRD FIFICHRET A L9127 5.
(2) PNH % JIMERDHER & ERIRAEIX
HARWERICBWT, BATWE, RER, A0HE
HEDHREREES D EEDZVL D LT, Hill
Bk L AP ERIC BT 2 B RIFENTIRG O CD59 K3 %
BLzEZAh, EAEREREEZEZONSL AA DY
17, BB M ERIRA, /MR % P 5 FEFTIE R
HEMCNENCH D, —TF5, PNH OFHIGHEIR &
EZONDLHMFEANEZOY VIR, By, MR
A 1R MASIE A DR T IR AT E W ) % 52 72
B, BWIHHER R EIMALSOSEIE, WIS D%
a7 (B 8)Y [m).

72002, HIEENT & i O 3% < L b
fELLE (range : 1~94E) W TV ZIERIZDOWT
CD59 RIBFR OB A K L7 (K 9) ¥ [M]. HA
OFRIMER & PP ERIC B B KRIBFRIE, Ehehgi
1 BT IKE 25 39.6+ 3.7% (n=56) & 40.0+8.3% (n=
22), HCAEFRATREDS 405+ 4.5% (p=NS) & 50.7+
8.6% (p=NS) L HHBIRITRE =h o7 (K9).
KEORIMER & GFPERICB VT D, ZhEh i
M3 55.324.0% (n=52) & 75.24.2% (n=42),
A& fE AT R A% 583+ 4.3% (p=NS) & 74.1+4.7%
(p=NS) L HELRBMIIRE Lno72 (BI). L
L. #EFIZ &I PNH MOEGIIk4 T, Tk
WD ARMERT 72%IEM L7 D D25 9% WA L7 D
DET, HFHERTIB%IEMUL7zd D25 99% A L
2b0FEThHoT.

PNH % 4 7li#kid, BEEEFTAHALEINET
OF RS L CIIER IR &R S e hro 72
DT, B8 LFMOIEATIE, WHEAEIR, GIHES
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O Initial Analysis
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*: p<0.05

10 BAREXKED PNH BEHICH T B EMTLEHDBFEE CD59 RIERODEE

(xX#k 8 &15IM)

EOWTHIZ PNH % A 7k CD59 KA o1
WE R L7z

5L, FEPIEIASE AL 72ER (hypo
PNH) & % 9 Tk \WAERI (de novo PNH) (24511 Tk
L7z &, BPRERICB 2 KIEEOBIE, hypo
PNH TIZHAT89+10.1% (n=22) ®ifd, K[
T14.7+83% (n=42) LWV L7720k L, de novo
PNH T2 HA T 21.8+9.7% D Hihn, KET50=+
31%ML7- (B10)¥ [M]. F7zZ > 2 O
DO, HA (p=0.02) £KE (p=0.04) &£ &I
AEiEzRO7z (B10). 2oz ki, —#Emic
13 PNH % A 7 I BRI A% <2 A 2 B e i) % 7R 3725,

w118

ZOMEMGE L GEMAEEE- TL % Laliizmd
i ERL, e LTEMEVICR S H 0L B
*han®

(3) 4 PNH % ZIMERDE

INFTHBRTELLIIC, AA OFSEHIZ PNH
DIHE % A B AA-PNH IEBEIEIEEH < 25 A5,
AA & PNH OBEDER SN TE /29 HREoE
BIECEIEGATTREE 7o 72 AA EDE L (13
~52%) 1%, 1%Ll E® PNH MEkzH->Tnwsb &
MWDo Tz %2 Araten B, IMERBHD~ —
7 — (BRI ERTIX CD11b, ZRIMERTIZ 7 ) 2741
¥ A) & CD59 & DAF : CD59 @ - Hefn i 2 v



E0BEA 7O -4 P A MY —FERMETL, 9
NDEE N 53 22/109 ML GPI FPEHE %
e U7z [M]. Ie#RHY PIG-A {128 R o $H
DENLTY V) V2L 6 DHRDFEHT, 96662
PIG-AZRZFRZE L. Z0H)HD 18T, 164
HEIC S H UBEIETFERPIRINI-Z 0D, i
TNIHAET 5 PIG-A ZEAMO 22 d, BN
b7zo THEIM % SZH T & 2 BiMEa s d 5 2 &
RBENSL. —F, Hu SIZ X B Z0HOBETTIZ,
PNH B oS8 MERIIEE E ORMMAIZS T<hT
PICHEAET B, TSI IE R % Mk o B -
SALDBFETIEA: U7z PIG-A 25 5853 L i B i i sk
Thb7-0, —EDOHE (0.003%) LIz 62 &
37, FREGTHALAIEIRENTNS W L
AL, IEFEMEHIL S B R0 2 6 AT
ETHEREICBVTIE, DD EEHMPICHEET S
#IE O PIG-A 2SS, AT 5 2 0F I X -
TIHHAL SRR, BIICHFSTL LIk b e
THEZLDHD®

FEERIZ, 0.001% L~V o PNH IfiLER % #ih ©
ELEEEOTI—F AL P A M) =2 HVD E,
AR RERIMEH O 50%, RA 721X RCMD B#&HD
15% 12 0.003% A 1= PNH R ERARRH S5 9%,
UL, o I 3l e 35 o0 A5 46 ASHE 92 72 RARS *°
RAEB & & THIEEN A Z LIZIZEA LRV, 20
X 9 7% PNH ILERH N RA - RCMD #1113 JE84 1 12
HRT CsA S OZRNHEIN T L, AIFE~OBITHE
PRI 2SA S * F 72, PNH B EkEED
AR B MIEREEO HAEARSBERMICERT
ATG - CsA BB OZHN A BEICE L, T2k
WY HOBIFTHLIEIRENTNE W

HRIAAEH 75 BB 5 PNH 7 4 7R ERO
WL RUMBIZ L mEOWMETIEX, &FoK
15% THR A WK (209 BPEAAIA PNH (28
17), #920% THRA A -k, RY O 6 Himo
BETIZSEL D25 TPNH % 4 7k ERD
EEIANETH 7% PNH ¥ 4 7Rk ERE G350
PERIHIR SN B ROnE L T ERARICHER L,
Wik 5 PNH % 4 7 IERFEECTH - 725E RIS
BRI LT BB E A ol BB
PEEE O PNH & 4 7HRERABE K - i/ - AED
WFRONY — 2 BB AL, B 1~2 FEOHER
EHRDLI LIS TPHEITTETH - 72,

L7225 T, BHMAEREHEEZ L L LTPNH ¥
A FIMEREHRLT 22 &2k, OREREICES R
HoFHfRez REIZEHTE 5, @F4 THLA
—HFE FF—%2 AT 5 BHEIIBNT, Bz M
B BARILE 72 5 (PNH % 1 7 Il Bk OB A,

(BX) ZROSRAK

SR O RMTFRIIAR), GWIH ATG #
RGBT LT ATG OG- %179 2 EH D H)
W DIFKE & 7 ZVHEMEA D 5, OHIME! PNH 12
TFTBVAZDBWLNICRD, & EDOMKRNERED
HHEEZOLND.

9. BEfER (JO—F+—FK) ®11)

1) JBEE - aEE

MITHUXRT

I7YRART (V)Y R) L, fikCoICkT 5
MEHLZ b0 — PR TH Y, KRR LR %
SEAICHIET 5 2 L CHIME R RIS S LT
x5 [Ib]. =27 X~ 7HEEE, HILO72OHRI0L
EREMATLEE L Z 2 b, 4 o ik 7A
INBLEEITLREL 5. GHEEBOILAE L 7 5
ERMEIZRE SN TWAR WS, GPL AR IMLEK 7
0— > (PNH % A4 7 1) 5 10% L\ & PNH 4 1
T, WIARAAELE O MY W, (LDH HASE#4E R R
15 RPE) 24 L, LD 723 7% BRI o> 5
PRAFNDEFICHEGENDLIENLEF L. T
YA THEEICEY, BRI X B EYED Y
A7 DEE BT, Al & b HEMG 2 M
TR T 7 F R BT 2 (BRBRRIGR). —
7V ARTORGTEE, BAMELRDLROO L1
HiE, 4538 1 1 600mg % 25~45 42 F THI L7z
FA XY EETET S GH4m). S 5121 E%E,
5% 1 900mg \ZHiE L, Zhaiime Lkl
T57 5.

2002 4ED 11 Bl & x5 & L7234 1y b akBRLSE &)
EIWAC 3 20 F B ALk FERR R (87 %
KL L ZIEHE MRS MATEER TRIUMPH %, 97
BlERG L Uizt — 7~ T XV AR ER SHEP-
HERD %, [END 29 flzxg & Uizt —T I
O T AAER (AEGIS) ' A Ef s 7z, ThEFh
ORBPNBIT B2 ) X~ T OEBEIMHILESR %, 1
% LDH »Z{b & L TR 12 (278 L72. TRIUMPH ik
Bcid, H5a1CEE 2,000U/L A TH - 72 LDH fii
X, WRFEG-H» 52 L, 2 W HKS D
32T L% 300U/L Rt CT&E L, 2638
MRS N7z, 26383 T LDH O3 il T i
A7 RB LIRS L, =27 A~ TH58
TIXFEIZT 85.83% DA Z /R L7z, T DM % I
IERPRC X0 S S VE e il I $oAsiid L, e
MENEZB Y LIk B —WbEHR (NO) eI
Pl S S A7 8 445 B L 0 B AR (W T RIS, R,
IR B, AR L) bE L. ZDXH %
I ) AR T K B RIF 2 i s R B X O

01190
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( )
AL (NEZOESR || B8TS | i |
v v
@i BUTREBNOARIELS | | RIEH
I5UZRT ATG i SEARR] (TPA)
BIBEEAT O K SHAARY Y AR
i #i Foias
RROR CER. $HBE) || BERMORLEY INT7 U
B G-CSF
EmFAE B
PR
BIBREZTOA N/ULA
NThooe>
I/ - R
BB T BT EEBETS #YET M
BRI
EmEHAEE
. S

K11 PNHO&ERERAE (VO0—Fv—h)

1 AMICH L TAIBREAT O NE—EOHRPPFTEDH, ERTIIPRALET > AR

A L CRIBRERT O NE#ICT 37, BN THLT 2ARFROIDPNBEIBTHS
BAENSBNREORADSA, MBENEAT O/ RORBIBRMELHBIEZIEPHBOT, RBICHEOT
FHAICERT BREN BB

4 ™\
-0 TRIUMPH, 7Z+tR
-~ TRIUMPH, eculizumab
-@- /%7 O MNikER
-O~- SHEPHERD
0+ . : : . .
0 10 20 30 40 50
Time (weeks)
\ J

12 IOV AXTICKBMENAM (LDH) #IHI3HR
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QOL DerE#FIE, TRTOBKRBRTHI SN
[Ob]. &2, ~HOREF TIRIMBIEREY X7 D
BRI %, MR R R E O U ) ARl I
IEDYE Y 7 EORKESHFEINE LD
HOE o T2,

BITERNCE LCid, BE9 (%9 540D, SIsEZ% (§9 4
E), L (B 28 e SO E IO S5
5. AT, voF BRI b bY, EE
T B SN I AGE O A PR BE S SN TB D R
PLETH 5.

I 1) A= 71E PNH iE#E — £ 887278, E
LEEINTWAE, 72k 21327 Y X< 71X PNH 7
=V EBPEELLIITET, WEICEIEL
% PNH AR IMERIGER - BN 5729, FHIHIEIC
IDWLWEMASEZ 2WHEE L BE S TWwh.
SHIT, FEAFT 5 PNH RIMEROREE FIZIE C3 238
T 52 LT, MAFNAMDBEE LT 2 Y0 F72, &
BEA AT B YR R0 $, REM % PNH
BB IS, BER, E2Mnhns ) X<
ORI G- % B2 Z T 0ERHH T &
M5, FEAI R R S e R B P OBLIE b 2
WA,

(2) BIBFEX O RE

Issaragrisil 513, WHRAINEZ D VIRDSA LN,
HOFRMEREIL 2 %9 % PNH 19 61 (B4« otk =
16 0 6, FEHEHULAE 26 %) E R E LTI L F=Y
T > 60mg/H O HES 2175721 8 BlIE~NES
OV VR OWES X OYRIMERE I O FARAT % 7R
B, 3BITITRMERIGMZ LEE Lz DD, ~NE
Fuv yikEORNERO7z. L, 1B ~NE
JUY VREIZIEEO L NIVITIERE L 2o 7.
PNH O#WiHh 5 7L F=vu VBl E COME»E
VIEBITIE, MIEENRIRP S O, /2, &
B O G BIAGIE OE R I A B & IR L TR o
72 [M]. Shichishima 5 (iR MEROE &
A 50% L ETHIRAEZ 0¥ VR 220 5 36112
BWTT L F=vO r oG 217 - 7288,
FTNOEFIIBWTORIRNANE T Y VRO
PRT L, 2 B CIEHi AR AR LBk & O A %
BlgL w2 [M]. WIRWANEZBE VRE R
3% PNHIEBIO—FIZBWTIE, FLF=vnor
P REMOYFHERWIRYANE 7 0 € L JROBIED
BAVHERN LB EPHENCH Y, BIEHICHT 253
KxETHIATORALNTH LWL EbNS.
2L, —7, FEENo 7L F=vo roffif
CREMTAEMEL VL I EIZFHETHL Y [V].

EIERERVE Y OKRERS (7L F=vrr 30
~60mg/ H) XA MABEIERFIC B VT, ZOREOR

(BX) ZROSRAK

e ZzoMMoOEMICARE Shap v [V]. 72
2L, BIMBEOFRIIBIGEDYS, TV k=
0 DORERGDIEGSE DR Z & 72 & 0] fEPEAH
HHDOT, ZTOHRGITIEREICHLITRETH 5.
(3) EMINEE
BIMFETERED 2R NEZS B E AT H S\ i F
BRSO, WBERENEZ & 7238613 %
BB ENH L. WINOE, MHICE T 5 Hike
T T Ul & x B L 72 BRI I R 1 25 H
WHNTE A, BH O R MLERERI C IR EI %
L5 F MmO Th v E OfiEsdH ) 1Y
(M), PhigRIMERE N 2SA Y I NTET D B 2 5EMH
XNTVD, — B ST 2R IMEREE
(RCC) AR 323D $h DT, ThTxbidA
LawEHIclbnsg., BisEfEoa s ha—hs
PR 3k C i AS D A I AT, B & LR £ 'S
fToTAEZUE v LRV E—FE LNV 5
UL, BE PNH IMLERO A S, IEW
FRIMER D LLEDSHR YIS HE 2 C, BRI 5 %)
ROBWFETEL L W) EZDH DA, BIE il
LTI FicEE s it wn iz wy

(4) BRH - ZERR

WOV PNH TIEIANEZTE VIR, ANEYF
VURE & LB ERT 5720, %L OERTE
RZIRFEE 72 5 TW5. L7205 THH O HS-
BAEREEZZONDH, FHRHRIIANEZTTE VR
B U RIED S B D THEEVSLETH L. Ih
&, SRAIFR G &) BRI O RV PNH R ILER
DEEDTHET B0 EZ 6N A, FAIPGITE
JEBITIZZELIZEZ 200 LT LS, FBlRORWIE
B R0 EAEF TR Z T 5 2 LI s h s
DTHEITRELEZONL. ZOBRIVENISH
ML, WIOFH2EEICBETL2LENH L. 8
AP & D RMAFERL SN A HAE, W X -
TRIMERFEAE ZIIHI L 2358k 2T L T &
LRATL ., BFIOG PNH CTlE, HEHIIHR
MIRFEADTCEL TV BE DT, EHEORS HLET
H59.

(5) \T~FJOEY

PNH I 28] GARIMIs1ERE) IS 3 5. @
W, AT 1 4,000 HAT % 8RR ERIR A~ 2
WA 5. FHIE LTHIRMAE 7B ¥ VRDSTH R
T5FET, MH%EYS TS NThruoEy (RNAY
2) AW EAITH Y,  F2ULERY A4 IV X B19
BEDT AN AR ZENIIANTEL - BEd 52 &
TERVOT, THHOBEETHICBET L. o
Wt O MAEREMFEEI X 2 BEE AT L
TNT N Ta ey BEPEMTH - 72 &3 5D
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BVE. EEMREANESIOEVERE

&Z} 115, 116) []I[]

(6) SRR

Panquette 5 (3 PNH 7 ] (B 8848481 3 6, 7t
) PNH 4 1) 2 %34 & LT ATG 20mg/kg/H % 8
HRE¥ 5L, BOGH: & AISHE L ORISR O MR
L7z (BISEHIIZ 0.4~2.75 45) ' ATG IZKUG L
72 3fliEv I s AR T, WiLE PNH #1C
FRIEHA LN - 12 HiEDHEBRHOT— 5 1%
MR <30 x 10°/1,  #gR i Bk FL < 100 x 10°/L,
LDH<1,000U/L, #¥ 1 L¥ ¥ <17mmol/L T
), BRI S X EBEORERENIRIEI NG,
ATG BB L7zd & b, MO RAXIGHT & [H)
REEEICHAAE L7 (D). PNH OAEBITHY 7 1 2K
) U HMZR WL ATG L O ToORBITVTRY
ZIZFBROFERTH Y 10 IR LD
PNH 2 1 — ¥ OEIEIZ L E B T e B[]
AR 5 (37 Y PNH 3 #1234 L T ATG 15mg/kg
5 HEE Y7 aARY) ¥ 6mg/kg 12 X % HEipii
PEEEITV, 58 1EICIEFTRIO%E %72
DbOD, 2HITHRLZEREL TS Y F
72, ATG $e 5 I 28 i i S 1E & i/ MR A
2o, 3FE B RIMERS X O/ ML 2 % L 72
[II]. PNH & & L T 6 #0093 (5512
ATG/ALG) IZ X 21T 54, RRAHOERE
HEMBEERIT I ENH L HICEETRETH
%2 [M]. 72k 2 BHAER PNHES TH > T
b, AR YRR R o B A AT R BRI,
ATG/ALG O 51T L OFEE L) LERD 5.

Schubert 5 1335 W 7 JLIMLERIT A % £ 9 B A 45
PNH EFIZR LT, ¥ 70 AKY » & G-CSF D
PEREREER ATV, &6T 3 MERRMOLEZ R 72
I THL, PNH 70— 0HEEH A Lz &)t
w2 [M]. REHBEEZOEDDFT TV g v
ELTERATIORD N,

FREIAAER PNH T, 2D iR MR Bk o &
BH10%LLT OFEFITIZ, oSkl 325 %H
EVIER D TR, RN EEIATZ AR L%
Zohs ® [V].

(7) G-CSF

Ninomiya & (FHI R EASE T A0 L 72 dH 5\ i3st
BHFM AT Hio720, PNH 2 #1123t LT G-CSF
DG EATV, BIRMICEHCTH -7z Ly LA 2
(). Fujimi &3S 2 B 902 B3 L 7= 3 i J6 £
#f9 PNHJERINC G-CSF 25 L7225, w§
NOFELYEE L, THREKOBNE T HMgkiEo
ERALzBigE L7 [Ib]. Jego & IxUfrhEkimd
2R A O &G & & P9 % PNH EBNI R L
TERINIH72D) G-CSF Zikieix5-L7-& 25, &Y

FE VTR L, VAIMTEVE Wil A3 A2 2 AR EE L L
ol L2 [M). G-CSF R I&HEE AP L 72
I B %2 SASE D EGE & 7 | & e & 3R kR A & A
IEFNCBVWTRATI VIR E b5,

(8) EHRHER O RE

FEHFEAEA T O A FEITEHIEIEKE 235 PNH
WHEMTHLEwbITED, Ll &b 50%D
JEBI T 2 OFMEDS A SN Tw5 B[], H
AOIEAAE (YIRp) FE58 1k 1 B R A FE BE o s S
TE, 7VFF T ARTarHER (RO 2 EH
13 20~30mg/H, 3~43#i315~20mg/H, ZhLL
[#1Z 5~15mg/ H) OHERFRIL 45% ThH b, MIhHHE
LIEARE BRI OB ASFED Sz 1 [I].

F72, ®AMFLAT oA FEORMPZGHIZBW
TR Z R IMER O FI A AT 25D D 5
DT, ZTOHEGEE=ZF—FTHILDIEETHS 2
TPV = VIZRIBREA T O A FERL T VA F 2R
AT U AR O PNHAEBNZ AR 7Z & 3 2 W (5
Bk 4 BICAIMR M/NMOED OYEE) 33 ) (0],
E2OEHFILA T4 FEIERTH - 72 PNH
BT LT B liED S 3K & bz 28, 4
BT — 5 ODEMPULETH 5.

(9) EFE - EREMEHHEEME (HSCT)

I YA T O REE 7 o 2Bl IZ B W
TH HSCT 1& PNH (239 2 Mi—DIRGHIETH %
A, TNETOEREEER 13ITR7T. I TD
PNH (Z%F§ % HSCT O#tiE D3 & A L3 E B2
WHREL7ZHDOTHY, PNHIIHT 2BHEL - 2
W7 R & Al Y — 2B LTl ok =
EFVADPER SN TR VOPBIRTH 5.

b ZHB % F & 72 International Bone Marrow
Transplantation Registry (IBMTR) O registry data
DFFFTTIE, B ORI LE 2 A7 HLA @4
A& AR L B x b, Z0 2EAFFRIE
58% CTd % W [M]. A7 OH MHBAHE D 4475
WK TRBIIRE L, Rl R AEE D/ O NIIE
BIO AR T70%, TS ORES] D 4475 10% T
Holz. —hT, FMixE B EZT 7 7 BT,
AAFIE DT 2 L HITH D graft failure % &bk~ 72
B A PHEDS ZOELRBETH - 72

LA»L, ZOREOFMICIE, BRkoLERAL -
K% 7 S FRREE O &\ o 2B O BB RIE B O i
BAKMENT VRV &, MBEOBRAED D 2 i
BHIBRA L Tl BaE B D ARIT S NTW5 2
LR EBET HULEND L. 5ok T, PEBITIEH S
2% HLA # A B AN 2 C, alternative donors
(W5 L% B <) % JAv 72 HSCT @ X ) BT 2 B Ak,
WmMbHHE SN TWA B [IM].
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(BX) ZROSRAK

#& 13 PNH ICx 9 25 me e iE i

e BEN NF— EEEHK
Szer J et al '@ 4 HLA @A ER 3 3
—IpiEEIRE 1 1
Antin JH et al 8" HLA B4R 4 4
Kolb HJ et al '®? HLA @& ER 1
—IEEAE 1
Kawahara K et al '*® 9 HLA #&FAE 6 6
—IEEAE 2 2
HLA JEE & misE 1 0
Bemba M et al '*¥ 16 | HLAEARERE 16 9
Saso Ret al ' 57 | HLAE&ER 48 27
—IIMER 2 2
HLA #4 Mg 1 0
HLA B&IEmisE 6 1
Raiola Am et al '*® HLA B4R 7 7
Woodard P et al '*” HLA E&IEMmEE 3 3
Suenaga K et al '*® * 1 HLA #&FAE 1 1
Takahashi Y et al '*® * 5 HLA #&FAE 4 4
HLA #E& migsE 1 1
AEET 108 | HLA B&RERE 90 62
—INMEERE 6 6
MmisE 3 1
HLA B&IEmsE 9 4

L BBEIFRERIARE MBI, DM T N TERBIE

HLAEAFIS 2 WiddEmfEsE % FF—& L7
reduced-intensity HSCT (RIST) /& &l I il 3 119 £ fifl
12DV TH WL DhDOLEBTORGHE RS S
Nz 310 [M]. BAERTLE, By — A1
Kex THBHH, 1TEALEDRERITHE & PNH Mo
WHEAER SN TS, £72, PNH I 2 &6k
SETHHIMBIEZ IR TORMICB VTS, i
GEVRADSHAT S, PUsEEFE Ik L 20, i
BOFREPBED LNV EPHEINTWE W
[m].

INLOMELSHRETH@mTELILE, O
TR TIIE R Z DA D EDHE % 080 2 WAERI T
W BERBERY R A 2> RIST,  MUASHE R Z DAL A PEAE
% 588 BAEBITIL RIST/NMST 25%24 728K TH %
Z k., @iEmEEML Y — & & LTIk HLA @4 1%
HegE—RINE L, ZhDSoSE 122 K <
alternative K —725ORHI b Z U5 BINTH 5L 2
L, (BIICE LT+ % 7= 832w T,
LU IR 241, HLA Julkh Eofffdx

TOHIRET L CHEICIEIT I RETHB) TH 5.

PNH I —DREM R E, — i RINF% B
HEETHY, ZORMAPICHRER TS LD
BENTVLOT, BHOBESIZHEEICHRE Sk
I S, BIFE T, MEREAEOHELT (+
ZIUCHE) APFEO B = Bede, Wz &), IS
X B HEE O, 7 LT —EORER TIEHE ) &1
e ERRER EASPNH ICBWTBRZEISE T 5
ELHETH L. BEMZE, Zok) ENTPE
AREEZ LNDIFEOFMNIBHE BT S
EDEF L,

LHhL, TZYVRARTOEAIILST, OB
e FEH) 3 (=2 ) A TOREIARTGTIO
X9 R EBHENRD LN LIS LT REPL LA
. F7z, HHEETlifellong 2T ) AT D
EANOREFIIATDK X WIGE S B OHIR 1485
LD L,

(10 MigAamERl - ~NJXU >

PNH oI, BIIRSR & 0 EIRRISE T ) R
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BVE. EEMREANESIOEVERE

<, T2 X THBITSIL 72 195 Bl 3G # R O
SEACIE, BIIRIMAR AT 15% 128 L C, IR &
85% T o7=% ZPoImEA X MK LTI,
AR VA F ARG TN V) 12 & DU
PRETHL. 52, EarPheiiti+ 5 Budd-
Chiari JEfERE % E OB R IMAE IS LT, LD
TR 70 A VA R i (LI 2 BUAIRL 7 9 A 3 7 —
FUTrFR= =) REETLH VWD (M) Zo
B, P REAAIC X BR300 541, 1
MO EPHREICALE S 2 LER D 5.

M oILIFUY

Hall 513 PNH 163 B2 B W CTIIBRIED Y X 27 %
BHHMIIHET L2 25, 29 BIASILISE 2 & 6F L
Tz b5 L7z (Fg M o b gefif 6 45) ©. PNH
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