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SEIEDR A 1T 40 S A5 A (allo-HSCT) & H i — T LIYA
AL A P M M I 212K 1 RRE (PNHD I 535 i 7 PNH
R R Ry LG i N a K W&t & W v N Bl
SERYT BRI B, T4k HLA &M1& 1 AR 2 {1 Ay
FEARZZIRIME . I M 2 5% 1 PR = & BRI \HLA i
RITLRAG 5 G AR AT R 53 — T A BAR DR IR, 38
AR FHAE i 285 1 248 (UCBT) W67 MG 1 PNH 1 441, Bis:
THARRI TR, PR .

fs Bl 3 B

B 314 . 20004E T i ISk =2 ) R R (5
TRHT, AURJLF- 55 H G " # A M, 2 b S BE AT AH DG A
FEHTMIZ WA PNH, T4 R TR I 2 5 i il & i v 5
BT T 2 AR I, B TR B AL A 2~4 B, PR
HLA A& 1R & 46, 77 UCBT T 2014 4F 5 H 45 11k
ANEFBE . ABEJEA A AR5 36.7 °C, k3R 87 K/min, IfilJ&
114/61 mmHg(1 mmHg=0.133 kPa) ., [ (a4 [, PR #
Y VAR EL S A B K, BB TC R U IV 3 A
KU SRR L 0K 87 YR /min, BESTE, 4 IR IEIT 2 X R
o] SRR A o RV DR R B IR T 2 em, Jii
MBI, JCHIR BT TR K M. Ifi & R : WBC 5.7x10°/L,
HGB 66 g/L,PLT 111x10°/L, MZZL 40015 0.178, A= fbk
2 BHAT 2 54.3 pmol/L, ELEERAT 2 9.8 pmol/L, [a] 42 IHZT
% 44.5 pmol/L, ALT 20 U/L, AST 178 U/L,LDH 4 007 U/L.,
it A A S T A1 J) LT 44 S CDSS 41 Jf %€ 90.2% . CD59*
21| i < 68.9% ; v 21 il CD55" 4H il % 96.7% , CD59 " 4 fifd %
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42.4%. bR Rousik5i (+) ; EL A Coombs I IR HIBH 1 o
L DR ;@ IR i R B ) s @it sl ik
R CR D = JRER T (i) o B SR AN I A2 i il
PEF LA BES . WAHRIS I PNH (2808 | il 21 85 (IR 7%

P T AL B 27 & B G (TBD) 3 Gy, &F H 21K,
~7~—6 d; FTHEIETE (Ara-C)2.0 g/m?, 12 h 1 ¥R, —5~—4 d;
Pl (CY )60 mg/kg, B H 11k, -3~-2 d.

BRI 9% (GVHD) Hil B : R L3R (CsA) FJE T2
T R fiR (MMF) B & %, H -1 d 1 7 L CsA 2.5
mg-kg - d FELEFRIK S 2, AL CsA Il 2 ¥ B (250 ~ 300
pg/L) % CsA Fi ik, +30 d ZE A O R4 24, +60 ~ +180 d
W 25 . MMF 25 mg/kg FUIR, +1 dITEE,2 S H A

FEAEA I I - HLA I3 BE 6/6 S A ARSI I 1403, 5%
Mt E A B, 5% ABO W EE AL (ftH B, %
O'1), 20144FE5 21 H (BA H ) % i bk 1 52 90 s A 4%
% (TNC) 2 2.3x107/kg, CD34" 2 Jifd 1.84x107kg, +6 d
FFURL T G-CSF 5 pg-kg '~ d, BEAELIH ] 14 i v e LA o o)
Ao

T 0 A O +21 d PR AT (ANC) > 0.5%10°L,
+80 d PLT >20x10°/L. +30 d ‘&2 i 27 46 i oK Ul i ot 57
Ho MAGENE:+21 d.+28 d FEAESE 34 H Al 6 I H k234
A K (STR-PCR 546 ) 45 5 W7 100% 3t 7 5 +54 d
ABO LM 5 0 B R (L5 ) o Bl 0 m) et v v vk 2 4
JeL 16 B4, /KR 13 B, . BEAESHE R 8 N H 4y, R — i
1L R, JCER M A AE , 2040 R4 CD55 . CDS9 1E %,
I OIREY IR o 2015 4F 1 26 H I #i : WBC 6.58
10°/L, ANC 2.34x10°/L ,HGB 101.3 g/L ,PLT 83x10°/L.,

MM ST KA  +3 d BRI, B A 38.2 °C, A
HIPELSE JE R, C-I 8 i, B R R I, IR A 2 A
FRLAMM s = 8, T LA g 7w A TS Bk R B RYT
JE AR IR E WK S IE W . +9 d R U BRI IR R
38.4 °C, fRIILL K25, 2 Wil AT 25 & fiF (pre-engraftment
syndrome, PES) , 7" LA & JE JE(MP)0.5 mg-kg ' -d' W )5
SR, MP BB 245 . +30 d R IR IR 2
FPRIF , IR MR B8 LR, IR 2298 3 1 (BK)-DNA [
P2 W B 48 ( 1B, AL B SR 2% o Ao hE
J5 65 d URCHAELL (0 2 9%, % 18 Ak GVHD R jk T B2, T
MP 8 mg/d, J72:7H3R , Tt P GVHD & A=, Jo CMV IfiLAE Fl
JF i BH 0% 2
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allo-HSCTJAY7 PNH FUALTIZ I KR PNH sef , S iE#
WML A0A, DU MRS . SR T allo-HSCT IRYY
PNH {375 Z g LA R =/~ a8 . (OPNH 4 B M i HILAY 1k
P Qi M T AR IR e 5 s @R AR AL By 8 13k 85

T4 4%, PNH H % V4% allo-HSCT e 5 YL, PNH 12
WA & G R Y - allo-HSCT IRYY — BT
AL A B AR R T R O PR A SRR PNH AR
A HLAM A B R AE R, H 2 LR & O/ I8
LR ;s QMETATE PNH, S i AR v it M 22 0 ; B &2t B
fo XA R SR B AT, LRIl e MA TR
1 C5 FpiAS A4 sl o 42l O 43 n A A S e H
HiTEE 18, Peffault de Latour &%} 1978 % 2007 4E 3k [
83 ANFAH 0 14 211 (A T RS A 1) PNHL AR FH 1950 % 2005
Aok AR 924> ey 402 Bl ARA TS AR Y PNH 8 LA
KB, REHLE A S AR BAEATE (OS) R K 68% , it — 432 4%
B & B, I8 & ARV I PNH G 5 4E 1 OS %y 86%
PNH-AA B4 69%, & AR F % (TE) 1) PNH B4 5 411
OS FIAIK, 2 54% , =2 Z 0] 22 AT G258 L (P=0.03)
[N, iZWF 9 Fe g T 45 1 TE 1Y PNH (38 B A S5 AR R A2 1Y
IR, AR B A 1 OS 3REH B = T I B M TR T I /B
(P=0.007), I, 0583, 7E Eeulizumab ( 840 A 5 7Y
PUAMATE 11 CS B sE R AT R FH I L T |, allo-HSCT AS
FAENA I TE B PNH B E VR ERTRIT T % M TFRE R
YE v Il 1) PNH H 3% T 5, allo- HSCT 7 & i 111, ik 7 G
Eeulizumab 1 E K, 5 E N M ERIRI TR, XFAS]
BETS IR R R AER L, TC TE 0 & 4R, W #L
IBITRCRAE , BAT allo-HSCT F43 I 3iE

o, ST T AR IR £ . 537 HAth o vk
PRIFIUAHTA , allo- HSCT A4 1L T2k U B 16 HLA 2414
BIFMAEE . A28, PNH B & AR g it E k5 5t
TR TR E A . (2, Peffault de Latour %
RS B SE HE R H , SR G SRR RO
MOSEEFTIFE X, Wik, ) RAEF M) PNH &
H T ITEA S B B B T e8¢ allo-HSCT.,  H FiE P 4h
KT UCBTIRYY PNH AW D o XFIo4 4T HLA 24
BRI A S UCBT PR 2240 5 AT i ok BAR ) 6 4% .
BB R T, KA KRB HLA 2GR,
2B H RFR AR A0 G338 T HLA IR 5038 6/6 4
D7 5 A FE A HLBE I TNC T CD34- 248 [ 550 1 2545 3 14 I 1L 1
A TREAE, AN M S i/ MRS ERAFAEA

B A R T By S R A T Sk, LA
HJ5 25y R ETE IR B KR M = Fh oy (. PNH
Sk B SRR , 5 M AN [ R R T e R v
TALBE , 7R 0] B BRI AIC0R BT s AR R M AL B, H AX
PNH [ iZ i B A Fp AL 07 S8 W E g 1. — BTl &, 5 6
PE AL PSR K RS R AR DGR K BRI R RE TR % (R

SRR, RIE A JC ™ H O RE AR R AR 5 A B T
A T G B A AT P IR A, U 25 S A 1 AP
TALEES B CH]2% 3 Santarone % MBI /04T T 1988 &
2006 4F 26 {jl455Z allo-HSCT [ PNH &% , Hirff HLA 2414
HEE 23 I, HLA AN ARG BEE 301, 7iX 23 fil4%52 HLA 4>
AU 0 op 22 T B b TOAR 2 1S 451, DRGSR B T4k
PRSI, HzZ I HENE AL R 1 AR RS REAH OCHE T (TRM)
FN 26% , 10 4F OS 3k 65% , 117 U 1K 58 i T4 B AR 35 1 4F
TRM £ 50% , 10 47 OS %4 46.9% . 22573 T4 i X
(P=0.310) , Vi WA BEVE TIAL B TRM FEF A i T I AR5 18 75
ALBE . Saso 25 [BIELE AT T 1978 2 1995 4F [H bR B BE AT
AL (IBMTR) B 14 31 AR AE 0 57 442 32 B B A1
) PNH 835, Horb HLA 20 G35 48 1], 1% 48 i j 3 2 4F
SVELERN 56%. DR IRR W], SEUAYT R e W5
SF AL M (graft failure, GF) FUREYL . %418 % GF %5
K 17%. PIIG, QAT HE AR I Bl s e JE e F 2, AR 5]
BH RAPRRE  CHE BN A IAE, T A ARAF A
Fefi ik TR LTS BEAI AL BT & (TBI/Ara-C/CY) , 4551 &
AR AR ML M ARAT T ARG IR o RIS, i R3S M AR
KI R AR FRIERE 31X 5 9 KE (1 IE 5012 W7 K Ak 3 K bt S,
B,

PRI, X6 5 5 R AR LR PNHLR S, A JC HLA A4
F14 [ L B A i 2 36 2, TG L 35 T , 1T AR
ALIBE WAL B UCBT,

2 % 3 wk
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