=18 275 - & N LS =

=il

(BETR]
R8I0 & FEAF AR ML 3= RIE)

2756 H18H




) \REBaa
!

| > INEFEK

Y
e
|

AT

Bifilz Tk

FOPEK  IFREBK  IFEREK MMViR
—




BMmNEE

o NESFOF DL

AL 2fED#EFERT HRIL I FEK

FAEY a YT A=Y HSEZRYRTFR

o Bk,
(B RBEOMEDRIZESENTOAAEIAEL (Hb) EDF L ]

BB T13g/dERim. BRAZETI2g/dIREH N EMDIEIZE,
(F=1=Littm %R Tl 11g/dIRi#H)



Z DM, 37°CAIF DMEL. BEfE. BIRY. HEL . A M (EHLY)FL,




"

o IMEK &

IUXDT'TI?-/

£ & EE
‘_'/\ = i'fmlﬂw) fﬁuﬂ?@

IEIERE

B /K V HitE gy
ﬁ%;fﬁ ‘ - | :
HMRZMHED ) N
BERN EmEA M
glridy SSFHMERM o H
BRES AIHA
% Y5437 TTPZ

‘ BEFRSFEKIEE M



RIEMFICRHOEMD 5748

S 1 50 B - BT B 0D S ;ﬁ;éﬁﬁmmm B BE R R I B(MDS)

FEROEEBE ., p
IR 3FER O IR B E43UB,RZ . BMRZ

S M ER EE A (DNAE L fEE
DIET RFHRDORRAERES ANLDEREES #RZHEMmM - SFREEM

(NEJOEVERESE) JOEVOERER: YStI7
THAORIFUEAERT BHgm, BEREICHSIEM

EMRDELD EIMZRERS . 208 RS
R M ERER S FIMIKEAEDEER ERMEERIA TR MERGE . FEAF 1R N £ 38 FRE(PNH)
DITHE B R&EMA LS M(AIHA), 75 M4 RS AEEIE R

s [P 23 ARMBKLSNDEE (HUS), Mt /MR PERBHR(TTP),
G5iiEs S FEAE 1 1 5 N5 E S 12 B4 (DIC)

T o BIEEHSEE BB, BantdEiRE

H 1 ME. HIEE - RARRE




N

RIEBKIE R &

e NESFOFLDIEE

J

MCV: IR Ek 2 FE (80-100 fl)

MCH: EW¥FRMmEK M A H & (26-32 pg)

MCHC : ¥R MEK M & =5 E (32-35 %)

Ht (%)

Fr I EkER (108/ul)

Hb (g/dl)

FRImEREL (108/ul)

Hb (g/dl)

Hb (%)

X 100



Y — - — N ,__
MCV-#FrMEKICE D<E M &R
MCV (fl) mn%! B
‘fﬁi‘i_tlﬂlﬁfik*zﬂl HS543F
< 80 INERTEE I 5 5k Y A=
g | BSFREHM
EHEEARICHESEN
. BMEEL: Bof/ENE S - REEERE
*ﬁﬁfﬁ**’ﬂ it 35 BR i (PNH) 2%
7 H I # D [E115 £
80 ~ 100 | EHRM&AIM BEam
" 148 5 [ Bk A EHEEARICHESEN
e | BETRIEAMAA). FFHE
EIMERENES
ENOR =8 Ty o
MIRmBkEy | AMm4EF M
&> H 1% o B8 HA
> 100 KBk M ERFHKEEM:- EXIVB,,RZ-ERRZ
WMk | F&ERE-7I)ILO—)LhE
EE~ET | FRIRHEEEIETE
B iR RUEIEEF(MDS)

* MCVDREWVREFRMBKN MBI T HERKMEEMEL D,



BN DOHETE

)
_ Ffeld 4
m

:n/&ﬁd)L&)jj_

/\%’7“[![2‘/

'.\J.l.l
S _>

S8kt - Ringed sideroblast®hh —» $EEME M

— BT —— BHRROEMN £ISVATIWVMERE

o /NERTMEE M (MCV<80)
I\ - IE% 480 - mEk
B R
; weomr || TECE® &7
m  (FETBY | T

(TIRC #11)

(=

10ng/ )

> SR ZIEEI



o IF Bk &M

| SR > SRIE S RBIEAMIEE D
(MCV 80-1 OO) BBt - ARIEIM, BABER > ARECREEEMEEN
— Off” [T—Lzem | - #stinsiee. ok > RAFERA M ERRE
NTHE | FRITER CDB5/ CDBA K48 /\L\itBR(+) SRR & RRE
vl +BiIT »Ho
1DHT -FGOPD &l » G6PD RZfiE
| et - FRIEREERAE
"y FPyruvate kinase X9 ——— > Pyrwvate kinase R ZJE
BRI - SRS MRS > BRI AR BRI
— PRI > SE{RMHEFIFR IR
— R IR > NI EREE A M
BRI Ho > YL
- HiB0 > e N
— I\ VIR e > REENTESOCAE
S ——> ANEJOEVREE
A VREBER R ——> BARRMEN
— A M, BEMEOEE  — HF Bl GE SHE BOBHESRE
— gL BAEL, RAE > BERMBIEIRE
(=20%
EPO —Dry tap > BBEIRHEE

TREFIR DIMEFZEL INFENE, BHEMGE

v



& B12
i

n (MCV>100)

RINEE [CLBEIBI2ZRZ

ERER-)

BRI (1)

BABRERICT ZEEBX

{(‘)_’ SREIEN
(+)—> =pam

A1 ae -HE%ISI:I— HEEET BE — FRECLZAN

PR BRI RE

!

WEEET —— BRRRRICLSEM

BEH) ——> AMEEM

EHHE ——> RVICLAERFUIEED
> BHEVBERERE

> ERRZIEERFEIEED



BmMOERNIZALNONhIEE

1. REM&ERE
Mm% - R MmBk+E 28 - MR ER

2. HibFRE
;&8 -UIBC-Jx)F  ERAIUB,, ¥l
BT R LDH-EEEUIEV LR . NTNOEVET
e (VAMILARE - InAED) . B (T RORIFUED)
B R PR RE : TSH-FT,FT,

3. BEHK
Ef- g7 —LRGER
(NEF A B BRI

4. BERE
fRRE. EEiEE. IBIAEE1L

5. ZDMDEHGRE
BHRE. FRIMEKCD55/CD59EIE . AES OE >4 #71 (HbF)




BIMTROLNDFR LI MBK

® 1ZEYFr M Bk

/

Yo7 FAENREE
SRS ERIE A M
HRZEEM

® IXCIK IR M EK

EARTEBRR IR M ERE
B o fEtamitEm
/1N M & e

o R Mk
¥y

B R RRHEE
B RED #RHE 1

® 75 M 7R MmEk

/-

EARTEE M AR M ERE
B BB R A 1% B
HRZMEEM

® T FR IR M EK
7

TTP. HUS. ZEH|%
TEMmM®ERRE

HRZEEMm
IBHEREEREDOEN

e YJTIRA

7

@

=A%
BEE<TS)T



& I Al 0
KAk

BRXHEEBHASEREH
IR FRAE5-10/105 A ﬂfnﬁ&lﬂﬂ”ﬁﬁﬁ

B8
B S
58 1QED AML

&R ERE

JEDOO—Vhisl < > 70— VMEM

g O =il
KERsy - RaNE - RERNE EE




Aplastic anemia: AA




REDFEH-E&

® REMTDIT RTHOMmMEKD A GRINEKR L) & EREDMEE E
DIET UEFZ ) 48 ET B— DO DIEIEREE . BRI ZSEBRAOHHE
MO EMAHA NN ELEZWICHBOEHETH D,

o MDEEERINT BTLICE>THH THEFRERMEBIFS
BLNTES,

X

® FRNAEFEREMETRTEFDEENETNELMDDS
3, E MBS EFRNISHDULIREE I EWSTENTES,

BAFRMEMN : ZEROSEH A+ (FEp225HETHR)



[7Z2) BERBEANGAEEIZ LS4 (20064 ) Tldk. &

74 S50

BETFI11,000N ., FREIFEHEEILIE6AN/1005
ANHI#E THoT=,

Bk -1 15&&EMNS LY, 205K E60~70
ERICE—IRH 5,

[fEAR] B IMAELK - B I A - FE B (R AE)

(%) #RIEHR Tz Y —HP : http://www.nanbyou.or.jp/



1. Fanconi& Il

2. Dyskeratosis congenita

3. Tt

1. — R (%)
2. ZRIE (KA EFME. MHREE)

3. FiRE
FREBATRMEEN
-BAT R & m-PNHIERET




FIEH

HEREFEARESI

=240, REFHEFIC XS
=1 E &5 DSBS




ol
1=

1= 0 §F

%
=
(&r

5 DEE

» RICEBHREENRESNSD,

» FHEERRIEIXEF(MDS)- 2L BHETEE

BIT9 HHHH S,

« MDSDHIZ, AAL

EI 5015 H 5,

X B =700

IR YA

ET DIRHAL

fR(AML)IZ

TR %



RIEFHIEFIZESHET HIRM

s —IIERNERDEESFT—DORBIERINELZLICEHEZ
BiELEES . WFRICLAEmMD EIENFoNEL,

s EMEIRMAERESI OT)2 (ATG) P Y0ORR) %
EDFREINFIEENENT S,

« VOARR)UDBEICE > THEFABRHEIMAERL.
HWEICE > THERICEMHLHS.




o

EARIEEIMDZk

A DEFA HMAEIR, HInfEE, B CfHS55E2
2
RAHMAEE: EEKEEM(Hb<10g/dl), #7 mEkEE AN E B LA
/MRy AX(<1075 /ul)
B mBkEA : iF R BRFANK1500/ul). U /SBRELZED EF
v
BREf5: EMmMRERS DEA . JNBREEED S
AERAEE{L(MRITHREER)

DB REEMREE FES =9 B2} :
T | S B BRRRAEAE - (BT B B BB SRR B - PNH - B e iR EfE S &

HBRBIR: ERELRE
T EAFNERIE S REIE T

A, BIERE. BXE O




O

L4

iml
)

= 1 - / \ .
5 JiE J&E 73 58 (emosme)
Stage 5 REJE FhEk 200/ 4 LAKRGFE(ICMA T UL TD1EB U EE#E=-9
8 7 M Bk 20,000/ 1 L R
/MR 20,000/ 1 L Rk
Stage 4 & LUTO2IaH U EZ#ET-9
8 75 [ Bk 20,000/ 4 L K
4F Bk 500/ 1 L K
/MR 20,000/ u L R

Stage 3 ©VEE  UTO2EBLULZEL EHNGFORkEMELEET D
87~ M Bk 60,000/ L Kif

aFh Bk 1,000/ 4L K

/MR 50,000/ 1 L Rk
Stage 2 HEHJE LTO2IBB LI EZxiEml-9

8 7 M Bk 60,000/ L i

4Fh Bk 1,000/ 4L XK

/iR 50,000/ 1 L Rk
Stage 1 B JE LEUSNDED

*EHRGFRmMEkEMESE A28 ML EOFRMBRBMMNNELGEESETET,



A
/8731

1. ZXFE*

@ & (FrinzkEn ., o/ . F5s ke )

@ EMMEF(G-CSF)
@ #¥L—rEE

2. wmmEEZEBiELI=ERE

@ REANFIEE
@ ZEBREMERTAAREZE
Q EmEriarziE



Stage1 RU2 (BEE~PFIE) ICX T Diafiast

AMEKED DETERE 57 /ul IFO /MRS

D

HELEW

SRR EEDEBHR ° ATG

D

B Z i [ vomzsyz e |

- 4 1BEEST
EEBR A /0O © 8 RS o
ELRo7° ﬂg%

Stage3 LI EOEEFINCK T HRBEHEHICECTAE
BEAEMEM:

BT
IDEBFR ° HHBBAR

PIOARKR) b

4 »BREESTHERS

a RIEHREEZRDELIMR

@i/ 4 DF2 A th O I BR O3
DICEERTHE,

QEEHNBEIL TS,
@MCV BN &L,
@PNH & 1 kA B51E T3

b 7OARINEZDEEED
BAEAFAREAMICIIERERE RS

c 2~3 HAXTICHFTMIKHD LA D
BTt OBRICESE

d MFMmIKE. m/NMREDOERHHS
nsly,

BERDSRAAL (ER22ERETR)




BEAREAEMODStage3~5 (PREE~KERE) (CX1 T DiaREE

40l E
@ [trl/\ itli%ﬁé#ibm\e]

BEEE | | ATG + /0ZK)> +G-CSF |
30/ LI ETIR TV e
ety by e 3 »BRF R THERD
AVLBREER >Rk —&Eor, SIARKYL + BEEEAT /O ET-1E
7% BAEE AL BB SR B FFJ— ({RRRSERSS)
6 HARF R THESD

ATGRRERDUEDEIEE/IEPNHE A T MERDTFE

BAFRRMEM ZROSEAH A (Fp225EHEThHR)



BEAREAMODStage3~5 (PREE~KEIE) (CX1 T DA

ATGEEEDUFOBIEZ/-IIPNHET T MKRDTFE
D
ATG Bi5
3 HARF S THESD
@ HLAS EESee—B3EMiZNF—

60 Ll L SR EEC L EARE

- RBERREOEMESHMREEE'
DAEZOYR—ZADFRR

e 20 BEiBILB SR ESE LS.

&L @ 20 &LIE 40 @RS DLV TIE.
B4 DERIC K LIEFT .

f HLA $39—33EmS /- 12MmE

2R X7 73IR(CY)200mg/ke. ZINEZEE CY 3g/m?. ATG. TBI% RF—D50 BB IIET

ATG. TBIZEAGINE R T4 EARRILEREET 5154 migiéE
g {RERER S

BAFRRMEM ZROSEAH A (Fp225EHEThHR)



HAEH) AT

antithymocyte globulin: ATG




HAESAT)®(ATG)

o U HXMRBEDMEFUIRMARTHRY S FREI DT

® NRFT=(I®hEE
| PEEULELOBEFRREFEM
2. =5 MEFMARAFZIE D HIE AR
3. EMEFHRRERDAMBIERRE LR
4 BRERDORAIEERRICDERE




YAV AT UICKATHIEES DR

E At #{%7"!37')/
(Clqg &%) ,

, 2 -
‘A o8 BT HIR

\)"’ c' T“ |
> _/ N

i
BN~ : .
1 %7’776%
WEBMEA K (MAC) CPRR=R

@\'

MAC : Membrance attack complex

D AR EMIE
@ Fas/Fas ) RZENLE7RF—OADGERE
@ ATGIZKATHIEOA T/ =1t




"R

YA EI OV RSEOEMIFHKTFROHR

‘t_

(%)
50

46.2

45

40

35

30

25

HREFER

20

15

10

BAETAT R EEE

ERNFEIEERHABEOFER XY



<%
BI{EF IR % %
- C s e 3v U EREE FEEIBEER 7O/ K HERS S %
PFI24TF2=RIE  prpr sums R TERIR. 7 KLF U S £ KOILFY S

FOOBIBRERATOA R e X2 3 D5 EEGERE

1427V UYHEIER ER BIE B Neampsetiloy

/iR 2 I 4B MRS (4 EF 07T 1 > St T %)
RFREE AFitE RS BEREHIDHE - REh &
. S8 fEFE. 5. HEE EROaLFY o /MRS, BT,

A EAR. M/ EHD SERSEEE L &

. S AR s o
B s @ & NMEE MERE NV AEDOFHES

BELUVRERICIEL TZh 505 BN EE

e B 1 i % B, 220, Fh BEBA. X504 KISV REES &
1) > INI85E M & Zesh 1) > NETIERE JYELTTRE

RRICIELC T REE ERE.

5 . 1%
RRLAE ELNA A LRE L L RS



D1BEIRE

FARSE - VLIRS RHIC. Y3 vy, PF T4 SFI—HRER. BEER. U4 A VRHERE (1)
Cli%5 3 ~ 5 &) HDEROHHNDENGDD.

BRERAEIR - VD)V I VTR, F2. BRE. B, I A B, [FIRRE. KIS, KIMEFESIE
IFE

SHE BB, BIEBRERBET F T4 SFI—RIGHBEDONCIBAICIE. BEICN\AFILT A V=R T 2.
MEXYZVE (JTTVENSZV30mg/ MDOROKSEE), BIBERBXTOA/NZRSL.
ISR AER DA SNICHZEICIE. 0.1% PRV FUVOHANZES (KA &85 0.3 ~0.5mL, /N\E:
0.01ml/kg. A 0.3mL) ZTOIE, BYIHLBEZITS ¥,

@1m;&sw

IrFERH  RSHERER 1 ~ 2 8H

RERAEIR | FEE B, F2. BER. Ik BEOEHR. MWOBAEE (IBHELNILOE N CEMSNS)

SLTTE - DU FOEBERICH T DRERINCTHDN . [MEROERRERIFIFEERNRIFC. S <[FBARITHKT
DO XFEADEIBRERATOA MZBEET D CEICRDET ©. /MBI U TlE. M/
RM7ZNEETDHEEN DD,
FEREEO COEDIFHBN SHH BRI & &N DS, EMDDWVIIHKIEREDRS CTXL

Z1TDo




KRG ER T 1—I

FEIFIFERFRBED S QAR

A70494 RRE

1 2 3 45 678 158 25 H 35 H 44 A 55 A 6nH~ 15
[, BLESOTY Y Day1-5 | f|Day1 G2581)  RBHES5| GEI-2880)
. A A | Day1~5:%#%5 3.75mg/kg/ H X 5HREI# 5, miEEs it (FFl I1-326)
('7'5':\'— ATG) TﬂﬂﬂT AT EERMLILE L L. T BB 12~181Mp 1 T BRICHRE T 5,
1) EEEELEEEEL. BB T25mg/kg/ BOBRE £ .
1A E NS
(- BB E - ' > [15 B TEngLE]

RTF T4 7F—KRERPRHON
SIS IGEEEE Gl IEKSER)

—|_| #)E :mPSL1~2mg/kg/ B (BE/#&0)

4 c
YURARARY) Y

5~6mg/kg/B (&0) |

[BE S 7] —_ S
(CyA) ﬁ§A2150~2L50,/J\L‘E’.2100~150 (ng/mL) [6~125 A THisiE] l_l\
f @ (f/viR) | A\ A\ (GEE)T MRS B2 ~3% /ul
L (M) |\ A GEE)* t: Hb EOEEICE U THim
(.. e = )
mE AR SRS Em | ©|G-CSF [BARSHM : 3 »A]
BEERICSLTRST . — -
$7070%% > (CPFX)Z | =
G-CSE @|¥7o70%4%>(C )E:
OER ®|4 rs5arv-naTc) |~
OMEREZ
@HIA VA @| 7ForarAcy)ZE |

T EEDFHREGE D (100/uLKiE) 721387 RER100/uLKiBIAE T §2EFRENBIHE . FRHIBREN DEEL D,
URINBBEREDEBEEN RBOON/HIEE IR GERHICHE S T B,
KBERETFRIZENELMEREF DR S FARTIIRRTEBOSNTVEWY  BATE TR S #HEIN TS,



FEAF 147 ] I 2 3= R JiE

(PNH)

Paroxysmal nocturnal hemoglobinuria: PNH




& =
® ERRIOCEFEENEFFETII. EEAREEI430AN, FRIREHE
[X.1-2A/1008 AN, 20-60mftI=%<. B&H1:1,

® HARTIL. 95 AITTIADEZEENTHSI0ELIRIZI T,
F-. ZCHEOENEFIAM L. BARTIEI21E (K TIX19.44F),

80+ E#b&u&ﬂ%%ééﬁtﬂ%%i

o

0 5 10 15 20 25
TR DIRBF 2




R

o EMEFHIREIZEITHPIG-AEEFDERMEEICKY R,

® PIG-ABEIGFEEICKYGPI7 U h—DERMNESTIN., #HIENS
NDIREZE T BHT-OWELCD59-CD55HRIET B1=6 . FH{AH
EMHEELERISAmMT 5,

= MAC (REEEAH)

GPI=J'UAVILIKRAT7 7 FIILAL/ 2 b—I; glycosylphosphatidylinositol



HIREE

® FRTEMSNOREHRNELE, BARREREEAT D,

B
RIE
MigsE

L7 F &K (=) .‘ﬁﬂ%
A7V =21t
i (ERIBEER) < C3 + H,O:EBEME (I8i)
fiL REEARRE
# C3b ——» iC3b
FWFF70s5 kx> C3a [ ]
C3-Erifafiz s
. "
C5-inifafig s
<
C5a / C5b-9 R )
. BAOBRFF 745 8F2Y Efgﬂfmﬁ &% (MAC)
77’7175\'—‘/— . . fgg S bl .
it | g  Bh
= . - AREMHEL
o IMIRFERIRE . /

\_- MiSTRIRE




® FEIRFIC. BEARMEM (AA) LRIFk. RIEFHHEICLYIES
1= MEFHHAE AVE L. PNHIRE DX BOE & (XE N, EMA £
GRLmMEBKE ) ZELDD,
— PNHERHIREX. B R EZFEBELOT LY

® AAVLE IR BUEIREF (MDS) EIREEMNELZLHER T BHY . F&
OTHRREBESEEREEIRZ D,

=i

—) MM *

* B AR TIEPNH®D2.9%




JiE K

1E 8% 715 I 33K (4 4 1) i CDEIARHIEEF
EFICEoTHIADHE AMRIBI HE.PNH
MofRESN TS FRMBKIFBRIRSND

@€
¢ "’,- BEEEE  ——
®
—
¢« .Q R I—
IE RS RE EEATS O/

}

—E{EEHR(NO) |

Ifn ¥ fiE

BFE
fiti =8 I £ i

R

ERERD
-+ &
FEK

QOLIZEL
- EEFS
Z SR




PNHf#E ELDH- —E& 1L E 3% (NO) LD BE{%

R=0.9529, P<0.0001 /

e
i

' A

R=0.5094, P<0.001

=
o
o
-
[=
o

-
o
|
-
o

|

MmizEEEANESIT OEY (umol/l)
\
hy
miFEEAETST OEY (umol/l)

I I I I I
1000 10000 1 10 100

LDH NO;HE = (umol/I)

-
|
-

- LDH{E&HERENES OEEIZ, SBOVERERER A A DT
— LDHIZBEmOIEED—>

- EEEANTSTOEENOHEE *(TH. RULVERERERNRA SN T
— MBFRADAESTOEVITETETHY . NOED RIGHEIZFLY
* th D AMMER MOD6-10ENHES



EOEERRERT

CETfiin]

F i

BT 4R - 53 i (4% ICPNHIMER AN Z LMES)
Em

)

1B F T B
EAXVCOREHRFDKEER
BREIRE

.“99°>'F”F“:'>P°!\’T‘

RBDHRAFLLGST-BEOREEMATT OE VRIS HFELTIE,
RERERFIZ CO,PEEGEMNETIEL., MADpH NEETEIZHECIEIC
LOTHEARIFEIESIN BN ELBHEZZ LN TS,



- BEBE

N =
— JHE

% [H

I EF D Bk
- MEIHE - 2BEEIVMELE
0)”2!%@ - HA-EET El:l N ng

RDILE

m/MrOFMHIEEERDRE
— M/NMROBEZTEEE

) ]

EELZ=Ex= (NO) DIETIZKHEE

. #BESE

N+2fE



PNHIZE [TA M SE

= DB MMERMTIXRSNEVPNHIFENLTE GHE,
= 17%(ERA) ~40%(E5) DPNHEEIZRIET D,

= PNH® F7EFEE (40~67%) .

= FHREAHOINIIEEREGICELSD,

» MiERFEFTORRIEK23F,

e Hillmen P et al. Hillmen P et al. PNHCﬁE'I%ﬁ’-EEﬁm:w%

MFEA NV DZAT 1995 (N=80) 2007 (N=195) SN

70x
ZREDRFARMARSE (DVT g
AR<APB 1’?_!"' ( ) 33% 40% g 60
F - ZEL2%E (PE) R s0x
fpi & (CVA)/ 3 ox B
: K (CVA) 16% 15% =
D ERHEEE (MI) 2 a0n i
Eﬁﬁ%%ﬂﬁgﬁﬁ(WE) o JorDYEY
[XPNHTERbLH 5N BVTE v v g
-656 | 1OX FHRED—FRE

AN .=
EEBVTEF—RRERAKLY Y S B &5 o 2E
PNHEFE£HTLLADND 4 SEEBIAHS 00015 002 003 020 200 480

VIEPRBER 280 1.020 630 4200 6,600 14,400




PNHIZE 1T B HEERES

PNHEBE D66% (AX) L1214 EEmB (CKD) =& H I %,
BEAREIPNHEZEORTERDF18%(BRX),
PNHIZH (T2 BHEEEE (L. BYURLEBATEI OEVICREIND L,
MONEDT)UDREIZK>TRIS,

— BARAPNHEZEDCKDEREIL BN O T—2EEE L (64%)

— PNHEEZEIAIZBITA2BLR2DEREIL, —REFD6.6 {Z

S
40
W
)
Ha
]

Stage 3-5 CKD (n=3) Stage 1-2 CKD (n=16) No CKD (n=10)

E R SRR PR 5L BR (AEGISERER) N—RX 51>



PNHIZ & T4 s ML - FE E

= PNHEZEDHIS0% (BN IS MEZSHT 5.
= PNHEZE®DG66%(ES) ICHREENALND,
» BRIXEEAESOEVIZLDNODEE,

= [R0R R R (F Mz iE D F AR FTHH.

s

Odds Ratio

3 =

25 1

2 -

1.5 1

1 -

0.9 1

&R im
0% PR &k

Symptoms Predictive of TE in PNH Patients




PNHIZEIT4H5QOLNDIET

« PNHEZEDICWIZEFMNEGN, 769N HEEFIZZEFZE LTINS,
« BREILEHATIOEVIZKANODEE,
« QOLZETIEZ—EDEIRIE. MITFEDFEELEELTILNS,

(o2}

B

4o
B
S
Ha
i

N
o

o

fEE FIREREE WTHR# pEFE R’H




PNHD A& &t

T T

o fR%EMm CEBEFRERMOBMICHE o 2t
L3 MASEREH] (TPA)
WEREEATOCNF ATG ~IN)
i IORARY
FRAOL (B8, 208) #im ° PR S
S0t TR EaRMERIVEY W77
o BmRHE gest
3Ttk S
HEEPRE
RIEEEATOCFIUVA
AW i = L%
/487 - R J
BETEMRE EE#NTE B3R T Mg
MUME{ERM

i M 2 B il

ERFRICODLODLSRE



TH)A<T (J)1)R®)




ITHYRXITElE

AARTEMEICFER
=L 537 LO7F 2 B
*ﬁﬁ;CﬂZﬁT%t I“"t:E/OD_j-)bﬁw C3(H:0)
~ @BET
e
l ﬁ @ ?— @ c=uwx
C5ANSC5a-C5h D RHZIAEE & "
@ —»‘ l‘— ® BAF
l Cab2 @ C3b8
’ i |~—epm¥
MACHZ iz [H 1E (L Il Cib2: 9 CIERBR

ol O
775 1M 01 3/

* A LA R DMEEE (A TV =M E) IZITEESE
Bz,




IRE7HIE

YUY R DIgSHiE

YUU R B 5EOARISA
® (LOHiEZEE L) BmOEs 2

1388 600mg(THURY T (BETFHRT) LT EmatiE 88 gusmpm?
288 600megZREEE o~3pg @QOLDUE"
3BE 600mgE=EEsT O RAEDHEY
48 600mgESEE
588 900mgZ @+
6iBE X O#HIMABE DR
788 900mgZ s+ 2~6nB8 ONTEJOEVEOZREL?
8RB X O 1214 BfER (CKD) DR RT3 EY
9EB 900mgZ @R+
1088 X
~ OQOLUE N Y
ORMKMNEREBEICEHESY
e OLOHEZIEREHE R THER"
6rRBHE  omumaonEnsey
OB MBEDFA DT
ONEJOEVEDREL DT
® (LOHIEZESEELR) BIORFOREA DR
36HEE @MY NECKDDFHZ R E DR

OEBREIROEEEFEEDHINEPEFEY

8%8

OV TCRABMHDOBVENNY EFROHE




~0

W Sk itER (AEGISERER) DI E

%Lfﬁmﬂquauﬁuﬁ‘uz&f;EIZIKMDPNH,%%Z%

FiE

BIRRE T VFUDEBEZIT-EBSAIZ, V) RX®600mg%
ERIC1ET D4R 51£. SEFFIZ900meZ1EIR 5L, TDE&
900mgZ2;EIZ1[E14ERM % 5, A EEARE (X128,

* BRI Sl BR D&

%la_kﬁuuﬂmjauﬁub“u‘é\%UPNH%% 954

7k

ERE T IFODEBZTZT. #EMHICV)IRZEEE SN
BEBIVTSEARANSYYYRZYYB R -EE DA BRI
10238 ] B 52 T R R AT,




eI R

AEGISHSER: VYU A R SHRPOLDHDE(L"Y
2000 | .
1845(+115)

1500 |
1000 |

500 |

FLERIS KRB SR (LOH) B (IU/L) (FF51E)

RSHRE (B)

*:P<OOO1‘
Wilcoxon DR S IERAERE
liﬁi%ﬁﬁ%A

399+100

87%R4

10 12
oo IESE LR




FEERNER (2)

I #£ i

BRAEIES

Mg X> hE

40 |

w
o

no
o

—
o

il

BEDT—45° BNT—57
40 [
B YVUURMESH] i E#'d'g{é)%%m
.‘/'JUX@Q%& .\JUU\ZH;’Q%Q
(1028
30 | _
P<0.001
Wilcoxon®

AT /X> B2
N
o

FSHIRHRE

10 |
S
L :
0 L NN Il
AEGISE BHEIEE IR SR
(N=29) YUURE® (N=195)
OHRBREZEHAUTLEPNHES

SHTH.MEANY M4 %R
L&UE.(N=103)

100
90
80
70

50
40
30
20
10

BEHDEE (%)

41%

| IW&S
| Fiizss
1t
P<0.001* 69% 67%
]
55%
31% 33% |
3% I 0% I 0%
i%% 27—y1 -2 A r—55
(n=29) (n=16) (n=3)

*PECKONUEFZEBIL I DTN D ADIEEF CHAEV IR LBHD T Lo




i PR30 2R (3)

I o
FACIT-FatigueRJ 7 D"
6 49 O FACIT-Fatigue (R3J7)
% O N\tEJOEV/fE (g/dl)

% P<0.05 Wilcoxon DR SHIBAAETE

uﬂ%@i‘&}ﬁi}>

N=AI1IDSDHIE(LE

0 2 4 6 8 10 12
3.0/R1 Y R LD EESORSE | ERELTVET IRSHIR GB)

14

A DEERAER TIE . ATV OEVEICBERAL, TFEREEE |HEOMHE,




|1E)

Ho|

BMmERFEANE
Hig
fBEEm
B

gt

SR
SRR
B’
RIBT/R
ALPLF
EUILEV ER
%
ERER
P

W =i (2951P)
W BEDIUPEE (2961P)

60

80

100
(%)

EXGBIER |

FRERER
R (HLERF BRI ZHDHE)

ERERR(MHCERERTH50)

38.0CLLEDFE

BREIEBOIDED

ME2hENIAE LS

RRERE (@HCEHERISE0)

B BRE

HmEE

B8l GRNVRELL TEANREZSBVEDCEZE
HEICIERF TS BLARE)

EEOHAR (1> LIV TREREHSHE)

ECHIIBRB/E (KXHNERICFSFIBNT
LB EBICEHLLF)

RAIELT, REAICHEEXRED VT

DEBIABE,




TS B Tomx " m ne)

( B01H A8 1A% = 1@% $1,150,000 x 4@ J —
=g (25 (4605m

8c

YRS 1385m Emizrets 3225m
(ECaIBRESEEHE)

80,1003 + ([4,600,000m|—267,000)Ax%1% = | 123,430

[ 2. 3HhA8 158% = 1@4 #91.730,000M x 2@ ]
Eme (Re2s5(3505m

Eszeietsm 2455m

(BCEaiBREsaZsE)

80,100 + ([3,500,000m|—267,0000Mx%1% = [ 112,430

4H ABELIE CEOIRERED 1585 = 1@% #1,730,000M % 2@

EEEET® 44,4005




MmiRlE 7-

Japan Intractable Diseases Information Center

< smva0nE
‘ %

» EOBRNR - WXOER

» DAlGY

MR 59—

Japan Intractable Diseases Information Center

YA ZKE.
£ %

HOBFNE - RROEH - BHSE B

=

HOME >> fETEHEmBERB =AM 20 14E10R) »> RAPHRIEINES O /K

RERREATTOE VIRE

[FoSFENPRANAY ATAI L 8D

E

FEMTRRINES OE VBRIE (PNH) 12, PIGA BIEF A REERA - I Em e
0= /MR R, i CLANENAnT Fie T HenisgiEs TF
TEMEDFARETA ENFEEREVIAUISSH BESTT 5, MEFEITA
W CI3HAD, PNHIHHETISH T THA, PNHIZ, 1350 40(1074) I 5 mM
FERR RSN CH TR RRRE STV Lifoh, [5m & ms:
M| (R Z8RSER0) | Cdo THREYSSRS Bt I, T NDS BICES 404
2 TERIRI TR, R A 5287, 6, PR EIRIE. o8e R 7 44
DERSIVTET:, S8 (520 Fnl 3, FRIMEMRE BT A0
[PNH $&1 751 +A8RRES BREO BAHEREIOT - AITLAL, 4515
86 Tholz. EMTBEERDTRIT, 2060 I S FANAICRIES B, Bk
JOE/RR, MigfEd o7z PNEOSHOVERD 'R |t PTVDITHU, 725
CUAENTRERDERTHA,

RRE
PNH FMEK T3, glycosyl phosphatidylinositol (GPD #AL TR LI CHE ST AHiE0

s L 3l 7 o

P —

L e ("

HOME >> {EFHmE T £ 8 2 Q014E 108) »> JFESHM MRS FE R

I SRRV I ¥ R 5 A

UTAIE AT DBNICEIELLLEITK A

B

RS R (HUS) 2, By BN S, R, R ERE
12675, 5 ERm0 N B RANAREE ThHA, HUS DX 00%I3 FHREL,
SOREMARE AT ALETRET S, —H T, MR ARERER L0
D 10%TR7EL, oI 3m et Mg fE (TMA SRR AR LA H
ADAMTS13 ;BT (<10%) - Al R 55T (TR, B8 15igT
AR TMAERRALIDO LU T, FEY atypical ) HUS LN TS, fRRM
|44 HUS 13 LB TR DITHL, aHUS TIZBFEED 25% P YFR
W, ANTIE, BE 100 HAICARE, /METIZ 100 FAISTARELREDH A,
BiEEs/ BB RE S ARIEE 21044 HUS DR, MMk '
(IMADSEBEE| 45 HUS B4 ADAMTS13 /1B Bt B TTP %R b
WA ERBYRONE LT AZRROTH 1, HiEHER L2 HUS OF
LTTHY  £5EETA,

R&
aHUS 13 TVAERT BT A OO RiEEH AR08



