62 FEIEUREANESTOEURE
O W=

1. =

FEMERBANES OE > FRIE (paroxysmal nocturnal hemoglobinuria, PNH) I&. PIGAZ &1 GP1 7>/
—EHICELIEGEFICEELF o ELHMEA AU HIHEAL-ER., AN EHOnENE N
EIHETHEMBMEERETHS. BEAFTRMAMZRRET IENTFTEHFRELLELEEH-EE
179 %, MREXARIBH TIEENTIEH DA, PNH [T S HIETH S, PNH (L, BEF1 49(1974)
FITAMMENIFERBICHEESNILITHD IRFMREBELTRY EIFoh, A 4B R
EMR (IR =82 IC&>THEBIMGARABIESNTz, ThHDLES HIZTES 40 FITHf=>T
BRMRRICKYEZR. RHE. R, 2. 8E. PRUCELEVERICET SREARISELRONTE
T=

WEF (R kX FREENEFICAT LA ERIMO X EHAIRIPNH BEICE T LHERKRREL
BREOBXLEEREIOT—2ILkDE, 45.1 i (range: 10~86) THo1=, LETEFEHI D (L. 20~60
BRICZFEARALGRIET S, KB TIENES OEV R, MARAEEL S T= PNH O & BLRIGE K AVET
AICHPTVDIZHL, 7O T7HITEOLAELRLERNERTHS,

2. RE
PNH FRIERTIL, F) AL IILRRAT7F D ILA/2h—)L (glycosyl phosphatidylinositol : GPI) & 4L TH&
LIHEITIHEOEENRIEBLTWS, MAHEMEBLZEDLIGEBD1DTHY PNH FRMBK TR
MLTHY., BEGEICKVHARIERILIN DL HARDKEEZZ (T TEONEESD, COEE(L, GPI
NDEEREXE T DELFTHD PIGABRFHEENEEDHERLzLINEIENBALIIZESNTZ, T
BhHEPNH (L, EMBHEOEEFICELEERICERT 5290—MEETH S,

3. fEK

BANEEDMERNBMEFNITESIATTOE VR, Mi2E. BRALEIREREL, FDHMI
L. IR ETES . BUHRERELEDEELERETRT ZHICE. J0—H A bAN) —ZALV:
PNH A4/ TIE DR E N NBETH D, EIC1ERREDOI+O—T7yTRELNHREINDS, FEICIHLEER
THY. BEE(XTVIVRXTT 5TYXIT)DERE. iITREOEEICH->TIE. SELFEMMEDOLLIC
EFXEEELITOVENHD,

B2 TIE. GPl 7Uh—RAVN\VEORBFMBENMEHENNIE PNH SN DA, BMATR
DEAS M THELMEA PNH 24 T IERES 14 D B 84S £ fiE (subclinical PNH: PNHsc) (& B&FRHY PNH &I(&
X719 %, PNHsc [& PNH TIEARLAS, BBEEDIZPNH 12173 52L0H D, CD=H. BHEL 2
BEHEEHIBEICIE. BYRT MDS FIZEBRLT RTOBIH L TERETIO—H A RANJ—%ITL), PNH
BATMIRDEEEFRDLENHD,



4.

5.

BEE

BHBHEICEYVEEIO— 28R, EEI/O0—VICE - TESMASEN, BEDEZHHE—DIE

ABEETHIN. PEGELEEEEN, ChETIK, MRE. RET HFMFEE. EELAMEKE
DEEZETIEEFNLGEICHITINTE -, LI=A>T, MERAIM., BRFL R U MEE 23T SXE
BEN TR LD, BOFEECHLTIE. BREFOREOFRERETHLELELIC. BEICKHLAIBTRE
BRTOARIZKYBMEIAO—)LT 5, RN ERICKIBEEE LML T 5-OEBMICEHRICES
FRZEEDYDD NTRTBELERET S, BHBIITHL TIE, MAESK S I T HIEE (T
NART.STVRIT o\ IT) NERESh ., AT 2B INESRENRIATND, SHEFR
FABISKHLTIE, HAREIRAHTHEEE(RTE23T50) ADYYE X D AFICHT S
FEEAFa/\V)DLOE (HR) RENAREL G-, BRALZICHLTIE. BEFERHAMIZELT:
BEEITON. BEOBHALE/HIEN B EHRERILEVA ARSI S, FOLTHNEHETE
THNAEMITH LTI RENHNIEEMEITIA, HREREIN TEESFMIRB MIT LT LE
BTV, MRED TR EABRITANPT—T7) DEEF LM EEITS, TVVXTTH
TNV ZXRTIZEBMBEFHHMRLREINTEY., S PNH QEBRBEFREEHLH>TLKLDERED
na,
Fik

PNH [$4B& TRIRICETL BOREEEZRELY, FOLEFHELIZYT S, BHERBROETIZES
RinskiE /> EREEL Iz M (1/4) EREEE (1/3) N ERER LA D, FEIRMARAEL A DN DD, FKIZHL
BEHETITHEEIEL(10%LUT) , FENICHMB~DEREMSND (3%), RiE/ZHHOOREHAF
%I, FHEFHARMMD 321 F,50%EFM 25 £ TH-oT=. PNH TIXEREHEN/EIYBRLHIEVSDLLF
BO—DOTHLHN. TOHEIF. BREBEREICKSES% THfz, TVIVAITHOSTYXITDEE
[Z&Y. SEEFEIBETIHIENHFEIND,

O E4OHEICHRELEIE

1.

BEH (SN EEERZKREILRFER
#9959 A

- RRDHEE

FEAGEMEBMIBD PIGAZEL GPI 7o h—ERICEAHLEBEFEENTEINTINS,)

- HNRMBRAE

REESL (BRERBAE UM B RED G MERERICEEFT D, )

. REDESE

R (ETHE. B SR M BRI SR ELEIR DN HIR, )

hY AR KD MEHE)

 EBEESHE

MRBICEANBMATRICE DSV -EEESHIZAL., FEEULERRET D,

O 1R T



MM EMESICRETSHRAEMEIL
HERRE RRAZOER-ESATR HiF BlEX



<EEREE>
Definite ZX & &ET 5,

A BREMR
LTI D2%#=,
1. JYAVIWKRRIFFVILA /T h—IL(GPD) 7o h—REERB O RIBFRMER (PNH 24 7 FRMIMEK) D
BRHEEEEICELT, PNH 24 FFRmEk (I +111 &) AA19%LL L,
2. ;& LDH fEAIEEE LRD 15 FL L,

<gzZWoHTI)—>
Definite: A Zifm1=9"

<BEFIE>
BHER ., BHER. FEABREF(CISTTRRESELTIN. LT LLNVTANIDETINE
oA A
(1) B2AY PNH
()BT 2% PNH
(3)EE T PNHX
MGEEE PNH &(, A PNH EBHALE PNH OMEOHEERRBEA-Y. WV ThoiFEgd
FT+HRT.WITOOREICEELEZYTSEEICEREMICANS,

HENRRERR

UTO®REFEMALIELIEASNS,

1. BmRUEMEK, /NMROFED

2. BMATRELTIE, M/ LDHEL F . @R mEkigEm. MEEVILEVELR. MFNTM OEUE
BETHNESEIZED,

. REBOAETOEVGE., RIEEDANEDS T UGS

 WFHRERTINARRTFA—EAOTET FOKXT7FIILIAIITRATS—EERT

FREFRFEIEN (BHEILBREENZVNERRLH D, )

Ham (B& M4 1L I 5575 ) LB 5 14 F 1= (TR HEKELBR 5 1%

BB —LRRERA RN

MEEI—LAFARIE, TVVAITFEEFSTIAIITREDOEECECREEZNEEMES 5

L7-PNH BETEBEEGEIENH D,

N 0 O bW



<EEESE>
PEEULZERRET D,

BIARICEDWV-EEENFE

82 TE St

A LTOWThAERDS

B
EP%E/‘G‘EU.X 1. EJ/s liﬁ#(wﬁ[ﬁﬂ%fﬁx 2% &)%)

EE LTOWThAERDS

i}
BEBNXS, FILEENICHEBEMAEI OEVREROHTZY
HEIAMBEX2FEYIRT
-EENGEMELELT HX4
BMIZESU T OfERES -ERK
-MIEEFIEIZDEREFEEZERT 5 (1RRE S X5)

-BENARLELBES

EEBARNEE BEEENES T AREVELT SMIEIECETES
(T8 . Wi T R

- fif = I X fiE 5 6

X1
X2

X3
X4
X5
X6

hEZERmMO BRI, [ LDH {[ETES FRD3~5ERE

BMFEELE, ARMAEIOEVREDROHDKREEET.

BRICEIXEICT ~2EIBE., HEEFENULEETET,

SEANO BRI M;FLDH ETEF LROD8~10 ZiEE

EHG MBS (dE A 2B L EOBMMABELREEEIET,
IERIEAMSE/E. MIREDYRYEEOHBT=6. BEFELLTIES,
BLAT—TILREIZT. REMEALTOEYMEIARE A 25mmHg KL £

M WTALYE K VB FE Sy B O IS8 1) 5 R A

IR WD ERARER, MR RFEICBE LT, 2

ALY B CfF*fE DRENRIRNG AL, W
NORHHO DN THAE LI AR (72720, UEEHORE 2 R~ T ERRIERFE TH > T,
WHEERBDITRD, ) .

- RIRBIIRTE (2381 2 EAEE 0 BIC O W TIE, R EAIEHO T TIHREMTON TV 50K 8

2T, [EIT 6 2 HH Th b HUIRE %Eﬁﬂ?##l W22 & L35,



3. B, JEROREN LEROEEESHSE T EULICHEY LRWETH D, SR ERE kT
5 EDMEREDIZONWTIL, EREROS LT 5,

X





