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EFRABELFMEAESSR EOMR miket #k

e
a)

b)

EE

H DR MEMESE SLE/E OEME B O E K BIox 42 B Fid& s Mia Bt o a2
P RMEAEREE LT, B O EMIL 5 AT THA LN KR EZEE IR B L Ot E KFEHE2N
BB W TIiTo7, B C KM M & M &£ BUix . Cyclophophamide (CY) 2g/m* x 2 H [
+Granulocyte—Colony Stimulating Factor (G-CSF)TYTV ., CD34M MR AL IZClinIMACSA{# 8
L. BHEETLEIZICY 50mg/kg 45F'ﬂtuto SERIT R R LTH, BEHRLG, U= —
PIEIEIE LI OFHL96 T 1R B SEITERD T, Afﬁf&bi?%»zm;ﬁﬁ%m&ﬁﬁ ZRRDTZDR,
WL ANV AHE i@:/m~/VT Tzi%)of:o BEMEICBEL T, 2 HELEICBIT A
JEREAL PRV R DL, AR 7‘5?3%:%)% SOWFE, U —RAFEE BT
AZFEOUENFOLIN-, HRtEE Eﬁ%fﬁ* *95 E B RN ML.CD34k5 4 AR A S O 22 42
LB ED B BN T2,

FfEEMEMIEBHE B OaBRERORRBHLYBETICL., BOCBEIVLEEBEISE L
EZONDH, F OB T RII5-20%E F<HF R TER, TOMWEMEITEICBHE F fEiE
B EERBRELV I E T RB IO —DOTY BRI R 5, Lo T, STRBBHEO T4
HEEHDHBIZTINLDOY L RERETE I 9 5 Alemtuzumab 2 BAERTLE IZHWT, B E
RERBO—2T, AEBEOEENIREETHIFAREMER M ﬁﬂ"éﬂ@@ﬁf?/ﬁ%
B L7, 7272 L AlemtuzumablZFCK TILA<BHEREI THEHA SN TWADS, BN TIEFRAR
HY.IMATHEIEFIIRESA, SFAEDLZFEHEICOIAZ N b EIRRRITREE LWL, @Efﬁ
FE L% L F R R B R IR R A B E L7, A I64EEE L, FHE L) %2@@@%%%%*5%&%
Wz, EEERERIBBROESH OEBORBRS ISR L ONRBRE T R — N2 E3FHE 21TV,
BBRE IR R . WRL164E12 A KVIERI R ERa BRIAL 7o, FERKITAEL A 24 BIT14 B OIE G883
Thiv, UBIEFIZ R O3F Oam VB3 TL, &6 Tday 60 TCOAEEZEAETF, grade I LLED
GVHDIZHFIER T, F2EEFE Dalemtuzumab®1 H #% 5 8%0.16mg/ kgl & LB REERIZ A - T
YR

A. BFEER

SLE 7Z2& O#Eiatk B C/aE i BT L T, — kI
Steroid. cyclophosphamide (CY). methotrexate 22N

TR, &/ 7u—F VR EFREER 2 AV
TBFEPRLOI., TOFDETHRESE->TWD L
ML, —EBOEM TITAEMIB LU SR T % AR T
RETRARLL TEHBERIEORBESIRELL TE
S TUVWB, ZOIORERHICKL T, CY 2ERLTH
CaEImEMiaZEI L, CD34 BiEMiasiitizdva a2
FUSHE TV NEREREL RECY R E# B OBEY
175 CD34 #fift. B O RIEEHIABIENT O B G IS

BRAK DB DIME S TS, AFR T, RIRE G
RNZE, —EDEIE TORMEEEL T FEINAT
&L EDLINLOERBIZH T AERIFRII RN TH
o, ¥IFRIZB W T, MHRERBIOYRREBICHRL
THE— L7 abha— L CHRERIREITIZELERH-
7
if: AREEM B O RERBTIIERIIRERD
ERBFEETIOHEBOICIFERESIEES B
?a?‘ LSS DOLNEE 2NN, TOBEREERT
FIL 5-20%LFFA TELHA T2V, TOEmWEMEITE
(R BB A 8 £ L VB U B RO



F =D T Y EBRITERE T D, Lo TREBEOL &M
ZEDDHBIITINGOU L KA IR F7 I 1] 55
CD52 Hifk(Alemtuzumab) % B AERTALE \Z AV /=B 4E
BIEZHETLIIELEMBADOBRBEL, 2L
Alemtuzumab TXFCK TI3AS FEZSEBER THEAIN
TVWAAENTIIRARE THY, M THERERIE
fRESI, RFEBHEBERICBS WL REL SEEIC
DY, BELREEERLE R THILRENDLERER
BISREECTHY, ERMFEEOL MR LR OBRKIEHRZ
Tolce FERBRELTEHARNBRHR M OFREBHET
TEBREESL THM R TURATG) M EREND
ARFRCIIRRRE G D372, Alemtuzumab 13 ATG (2T
BT ARSI R E o TRY, ZOBKIRRICIVERN
TOERNARRERDILITEZETR,

B. HFE5E

XHRIE BRI, 2B SR EAE(SSc), R & &R (ADM),
U= — R EFREE T EEARBICHER ORI IR
T, BAREICIRE BT LIk B e L S T BRI R e R
BRI, RIHMEHROBI BIZIX CY 4g/m? DT EIC
Fl&fr&, G-CSF ##ELT 7l — T RIZL->THMY
MERHIARZ BRI L7, BEEL 72k AY i AR BRI B UK
IEMEDY L EREFRE TS BENZ T CliniMACS 12X % B
OB AT LT CD34 MR GE MLEr AR5 B %
fib U7z, R 17 FEEEICERM LT SSC @ 3 FEFITH
CD34 #ifbZ1T->TWiaw, BHEATA &L, CY
50mg/kg x 4 BREIELT, BRIERT RAZ-DUVTIE modified
Rodnan total thickness skin score (mRodnan TSS). &
PERRZ1Z PaO2, A-aDO2, %VC, DLCO BL T KL-6,
SSC JEBNZ DWW TILBAERTE T TNF-o . TGF- 8 |
IL-6 3L Th1/Th2 ST AD LA MET UTI-(RATE
B 1 B8,

Alemtuzumab O E i FEREERIGER CIX, B &
FRIBFENEOREICFELTERY, BRICFREBED
TEHERI N GIR B> T DB AR BEE M 2% 5
LT, BIALEIZ Alemtuzumab AL 7= EIFEBAELTT
ST, RFEIEFNISE MBI IEE B 772 o 7o D3 4%
FHERTELRV, OREE, EEECIEEERE
REMEREMOEFAEL, R —iT HLA — b L3 —
F—EinixE BL O HLA —BIEmEE & Ui, BHERT

VB Alemtuzumab 0.16-0.25mg/kg % day-10~day-5
@ 6 Hf#. Fludarabine 30mg/m®% day-6~day-3 @ 4
A M. CY 25mg/kg % day-6~day-3 @ 4 &L,
Alemtuzumab OHELE F E OB E I3 E R B I E(CRM)
TITH9A%, CRM Bt BT —NETRE T D, &
S B 1%, BHE% 60 HUAPNIZAEZEL, 23D grade I
LI E®D GVHD MFAEL TVVRVWEFIDOERE LT, B
ARBEREMORAEIL, 16k CY OXREBFIEIZ. &
E RIS a VIR ST TEDs,
BHOBILIZED 2 KE~NEI B U RTE DI
EEIIRTT DR E CY FIEDOETME, B HRBICES 2
PEDFANMELELR>TEY, &L TIXEVEMHE D
7R G HHI RS R & 415 ATG & Fludarabine,
& CY BENERERSTHBN, AHTIL ATG,
Fludarabine H i i TEA2V VRIIZH D, Alemtuzumab i
ATG DBRY7u—F A HFUETHHBP 2 IZry ME D=
DREERDZE T Vo BROZIHERL, BiE% DY
VBT IR B O R A REL /2T LT~ CD52
X BT/ 7 R—F A TRy MR RN DL,
CD52 &% 5 B VL /SERICHIER T 5720V /St
FEMEIR BODFEFEN D72 ELIERES N TERY, Hif5E
HETIE ATG TH372< alemtuzumab DIEEREFTFHIZLEEL
To(IRATE ¥ 2),

(fREE~OREVT L BE R NCHAREED
NEEZB IS WEETHAL, SAREE 2
A ERL TARANCELIZA T EICLLORELZES,
FAREBEXEBCARADOEHESE TRIEDELBRE
NIRRT, ZOFED 1 #xAR NIRRT 22 TmE
MELRECR T 5, AL, B CBERIVREESHEELD.,
BHRDOMEEEZBESORKREZT CTERT S, 5
|Z alemtuzumab O [E Bl EERIFERIBERIZBWVTIIFD
FIEELHERBEEZBSORRBEHBLILERDD,

C. FEHR

SSc17 fil. ADM1 fil, U=/ 7 — R IFIELE 1 Bl
B O e B EA HEIT L, TS TOERTHE
L7z CD34 Bt A BB FTRE T Bl o ML
EREESH O Thole, FEBIIKT TR TIE,
mRodnan TSS T 1 fFl&krE, 25%LL LOBEEZR LT,
BB MERTAIZ DV, 9 B 6 Bl CEINRMLARSR 53 ED



FRERDE, AFHEELTIX 9 FITHA AT ey AV
AHURILE, 261 TT 7 /OA N AREMS . 45 TR
B & &1 Bl TIMEE B ®E | capilllary leak
syndrome ZFRHOTZN, W ILER-ELT, CD34
MR L 21T 7ot 3 Bl DV TR
NEL G MEDTMITAT - TRV, FALEETH AR
AR O A JVAGUEIAE 23 25 TR HEIZ R o Te DIZ A~
1 BB BSERL TR, FUEEHLIA, HT Scl-T0 FLiR IS A1
IBEEERICE T L, ILE TNF-o ., TGF-8 |
IL-6 IIBHEAIEEEZ R UBRERE T S o2EmE R,
Thl/Th2 NZURIBEEAEEIC Thl ~MRALLTZ,
ADM DJEFIIE. 54 mkLotE TRIEMEITHEO ME MM
OEPRHY, B OBEEERLT, Bk, FE
ROYEI PO EIRILEESE 3 E 2 66 2>D 93mmHg ~
5 BEMRR O~ —H—THD KL-6 1L 3769 25
940U/ml ~EIR T Uiz, BHHELL TIRVAT U7 BUiLE
FA AT a7 ANV AR MIEE BT, V=F T — R 3H
FESEDRERNL. 21 BB M CRUBICHY ARG IR
LBIRERZE B EIRE DT | BiEEEME LT, BEE
IRERZEH O U EERD | BYE DS HFbRdo 73,
19 » A %ICEIRENEEOBHE KMEREZR/BOT, Ll
19 R W TR BIEFEZ RO 22007,

Alemtuzumab O [E i 3= BRI EERIGERIZOWTIL, 2
Bl ESRBEERERICLY RBRT VOB KRNE
{Tol-, WK 16 £ 11 B 5 BIRRRETARE. 12 A 4
FUEFIBEARRLALT, AL 1T4E 1 A 24 BT 1 6IAE
DIEFIB G T, BIERIZRID 3 Flo=ki
F3&T L, 26T day 60 TOEFZALE, gradeI LLE
@ GVHD 1338ERT, & 2 BRFED alemtuzumab @ 1 H
BEE% 0.16mg/kg R ELZERERRARICA>TH
Do

D. B

AR THEHEM B CABEREIIRT5 CD34
fiL B CRM MR RBE OB MR RENT, Fiz
CD34 JEMLBHES SERL 17 FEIT Tz, CD34 #l
LD LBEMEORIFIILFINBIERHSILTEIY, ZOhE
EDO—IRLDT=DIZ CD34 Fifb.Fl &R LAEI D ERIRAY
IREEALETHD,

AFNT I T, FRE A TR B AR A T

RN BRER OV AAT BT ANVART T /U VA
RIS TR U TR BHER LITE 2720, BRADPD
DHETH BEER VLA IHEIC I OB EREEL T
RIT 10%ETH LB L TA, BLERETIL, RFOBHE
FlTEAETH 20 FlCHZ T, 5% oL TV
ERHD,

SSc IZ & BF I BB MEM 1L SSc BE DAEM TR
QOL CEFEICBIEL T4z, B CBEDHA RN
TRIBENTZZLITERE, 5%, B OAEREEF
TOERA JFRICESVWZE OBEOMEITISLE
Bdbd,

[FIfEE M A RIS TR =B OB AR LS
FE R E B IRV BRBEN TEA, BHE% O RE
I RS I L DT LRI S ER TV R ERM
FETHD, FFICZ0 B CAERBERICB O TIIBHE
% ORIEGE KNI ETHHT-, Alemtuzumab D
IR F—BIOVL I NRE O T U SERICIER
LTHE LB TAIRAOEANLETHL, £2
Alemtuzumab (3R IER L, PURIE MRS
TayrL, FBULERIER T2 LICIVBER D
B fARY L SEEORFEL P T HIEB MBI TN D, H
HHNTE P RAZETHAN, JREBDBEIRD
TROI., ZHIBFRIREPITROSCRERSH THD
T TR R EE L HIETL  ZOFER OENBIEE
PRI EATHIEE BRIEL T, B BLIC CTERT
FERIERIARA R L, BRI 2 EOEZELEEE
L IRBRIIRHE R EAIRELRESh, B 1
FINBEGEINTEY, RO UERAZFEEVZ D, F22
D ERREERIEERIGHRAE L T, # GCP(good clinical
practice) I Bl o 7= B s HEB I 2 5B E OB WT
—ZEEHTHIC, B ARERRAF A3 HE =y MEEF] B
B, T —FwRx—U AN, B REREESCE ).
BAERLEZEEMR =y MERREHNOEEE
BMEERDIER), TATA7A(F=HV 7 1GERED
BCEEN), AF v has (BR) (FEEHAFIT) 22 & O LR
ZeF— AE IR EM R 2 HESL LTz, ZO XD ER
PR ERER e (A O R LI BE R AR R TR BR 21T T
IR AEHEE OB WEERRABRICB W T E OB LM
5 ETHERARTHY, 5 ENEBRBIN6 kLIl E
MEER ERIERRRBROET VL E72D5D,



E. f&# F. fREARE®R
HOREREBIST 5 DBEOF LR 2t s PAYNE

FRREL 7o, FZOEIRIC IV B2 RIS EEZEA

TOOI MERERRIEXTHS Alemtuzumab D G. WF5ERE

B D E GRS R VR SR A BHE L, BEICRE (B2 8 2 B AA L IR EE, oHEREEICETS,

B—BEO3FOaF b E T UERICERL T
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LHEE

(1) BH

2HOT7 AT 74 RERWZBRERENMGRE S 5 OARMIKL CD34 BIEREED
e E ORI T DA LRI D ERIT 5,

(2) WS

a2 g F< h—5F A(SLE)

HIBHED)— T AER, CNS IV —T X, F2i3/B I CM/MRED

b) 4 & EE (L AE(SSc)

EFTIE D R REEAL, E7213/B K OB R 2

BMERARTY 7 T(RA)

TR T 6 ALl E O BIEENR

d) 5 ¥ 5 9 (DM)

HEFTVE O PR PR 2

)% DD B F

M REER. X—F v MR%E

G)REEtE

a) AW M AR D Bh B & ERER

Dayl, 2 12 CY 2g/m* % div #%. Day6 & U G-CSF(filgrastim) 50 1 g/m*/day DR T 5 2 BEIAL .
REERKH ETHRE 2T 5, EmEEICAmERDS 5000/ L 2L, f/MRE s /el Bk
ICEE U7 T 13 BRI AT 5. S L /2 RM RIS CliniMACS %z T CD34 [
MM KL T B A, 2X10%kg DA ofifk CD34 [piEfifa OB E BAR & L. SR B & CHu
RELTHL,

b)Y AERTIAE
day 7 6 —5 -4 -3 -2 —1 o0
CYy 50mg/kg d b 1 b
ATG 30mg/kg l )
PBSCT | |

(DEl%. REEAE
ERHEDEE, BENFHIE D=0 OME &2 EHRNICT S

257
BEBRZILHETIHCREEROEG TR, BRERESICHET D LRI TH DI
% < OEF TIHAREERE DRBRESETUAEDO L NVERREEZH/25T,. X
7= —HROEFITILRE OBRFICEN L TRBCRERENET LEOEREZ &5, HOAE



FERRZOREICHCHEHFNEE L TB0  HEHKRSECRGET ) > XEkick -T2
IEES RSB END, ZOXIRBEOHD KIS >/ BRERET 2 HE9 T, B8
ENLRBREHREEBEINERE U TERT 5, TOKE. D TR GEiEsEs
BoN2HOD, BHMALRELELCSOT, FOEMEMEEHL 2 F 1 —)I2 BRI
HHIEBEZT S, ZOB, ShE/EEBHEO~Y—1—TH 2 CD34 Bz iilds 2
SIED HORISEY > \BRESRICBRETETH 5, ZOHi{k CD34 B OB Mz &
D, REFHEBERIREROERERE LUty MEEE L THFENTWS, T
3 —0y NZ2R0ICBIC B C AE R B E NN T S S HEB A TSN T 5, I
— 0Oy NEHBAEZ L — T3 E OISR R 310 FNTe U i i il 2 jfT L. WERI R
EMEHAEBAEL S i, B CEmSMIEEHE 305 FiTH->7m. EBRTIZL R LD
S PIERBL <. EEMREIE 66 B, BIERIHI) 7~ F 41 §il. FHEMBEEH Y < F 35 i,
SLE23 il Lige Tz, FEREEBIIRBICE D B2 50 30:90%TH > 7=, BAE TR, F/7
HPNTHITENTNB DB TH Y SRAEOE AR L LT DEF OEHSL TN
%,

3. BHY
YOOTF AT 7 RA RaHWEEAEREIHEE S HORMnME CD34 BAEMaRED
IR E CRBERICH T 2EE S 2e iz D M 3,

4. R

BREOHENE, BREBERICL > TEMPEPEINDRE, H2NIZFOERAMKII b O
—IVARETH > THRBMEIC LV EFOENE L KT THHEE LT 5. Fih 16 B L 60 5%k
MzHRET D,

Hh&eHsHT) 5< h—F Z(SLE)

T AU AN T FHRITL D SLE O EEENHE982 FikET. 1997 /RGN EH- L. FEOW
TNPRETEEDLHD,
DBFERITTL—TAELR WHO 7 I H LI IV BTH S Z EMEHEN, FL RV >
Imglkg HEAEDHE#EZ 4 BELLLICMA TS /7074 27 7 I RAEBTEE (500~ 1000mg/
/A% 6 7 ALLE)ZMEfT U CHIRER 3.0/ B L0FE, HDWNMEY LY FZ O ENIEE
(AP2A3%% 2=

b) PR fE )L — 7" 2, SLE DEHZDER & U T O i/ MRIBAE20,000/u) 2R X 1, 7L
RZvV > Imghkg HEALOEEE 4 MELLEIMA TS 707 4+ 27 7 3 RABBIEREE (500



-~ 1000mg/[El/H % 6 4 A LL L) E72 3O REHFIF T FF 47D > 27 nARY ViaE)zpt
MLTH 6y AULERIEBET 255,

¢)SLE OZ DMDFERIZH U, TERML SN TV AHBEETIE, EREENTIRED 5 NWLEE
DEFEREZ S TREEZRTIRENS 5 EEBA5ND5E,

()2 S ERE{LE(SSe)

CEAEESMEEET. FRAEUTHE 3 FLUNTHD. ROWTNNOEREZETHHE
9D,

A)EH ORERPERITET L, B2 R COET E TRARDTRIENDHE,
OFFHEL X BRE E 72 3ER CT 1T K DIETIE OB MM R S Z2W ., IFREEREIC TSN
JiTE B EVC)AHT 80% A 723 —BRAL AR R ILHAE(DLCOY AT T0% A4 TH /A,

OMDEREICZL 5T TEIR, LEREETDHE,

DRMBRARICL O R ZR DRI HE.

QYRR 7 F(RA)

DO FRFBEOEBEREEGY U F TROLTOEE ZHZTH0,

)il D DMARD(&EIF], 72532, AbbMLFd— MNETEEL LIS U THREEGET
b BE,

b)6 HERLA L OBERITIER 258071 D 30 AL L OBEEAB N EN TS (EIR. &H. 2.
IO BE.

C)CRP 7 2mg/dl LA FTHB T &

(DB FE M7 (DM)
AHERICZUNREH R TROIEREFIT 2D D,

AME X EREBEF-13MES CT 12X OETHOREE% S En., IR EIC TSR
fiifE EFEVO)DY 80% i £ /=13 — B (LR RILEEE(DLCO)DY T0%4K5 T, BIEREAFO1 R,
HOARY >, AT AT 7 I RNEYOEA.

G)FDMDY T FHRE

ZTOMDYU T FHRBUMERERERE. N—F v MRROKBWT, JERELENTWDE
BiEkz 6 y AULBIT L THEMEZENTIREDH LVITIEEOEEEEZ RIREEEZRT A
BRUENDDEEAONDHEET D,



5. BRAVEE
LUF oW O BE DI & HENBICEET 2545,
ayls 1 O MO )V RERBAEIRNEET 5546,
a2 b O— )V REERERELRRDFET 558,
II—BREIZBWTEERHSED 50%KH
b : —ER (LR FRILEAE(DLCO)AS 45% K CH HHE
OF : BRIEMAEBMEAD 40ml/ 5y R DB E
ME7 L7 F 2 AEA 2mg/dl LA EDGE
DEEFEDOEHNH 258
e) > FO— )V ARRERBEIEEZE T 55
DAEDI /0T 4+ A7 7 I ROEAENRE Sg L EER DB E

6. B EFE

WHEI R U TR OB E R/ > THHAZTW B I 2AEEE S,
DEHANFIIUTOEEEZZD DD LT D,

a) HBMECRERBRTH > T FOEROENDS U IR O /2 DI K RS EHIHIERE &
B OSBRSS ENES EEZSND I &,

b)EMEHESEICEINWLT, BORBEY >/ ERET 572012 (D34 Bk & Hb L.
INERAWTBEETD

o) Ty mMEME 25501, EIMETF G-CSPH) OHRENMBRETH D, ZHUTkD, FEh.
B, TOMOBHERNHRT 2REOH D I &,

BB R B RBREOSBEENS <125 T &.

RIL LI DT REEN D D Z &,

BB OBRERNE BB AREEND 2 Z &,

g FBE DR EWEE D E H.

) FAEBERIMNTXETIET 2, AERFEIMOBREERT L. AEZIIFA—DONE T EMER
U, B4 IBLBEIL T—H3BFEIC. —#IANTRRBOTRET 5,

7. KM OB B & R

CY KEFi%E+G-CSF IC &k % PBSC FRELZT 5.

CY 2g/m% div on dayl~2]

()CY 3V U T3 S00mL W, 3 BERA T THOLBIRE D SiMEET 5. CY 3 EMRER




WA LIC WOT, BOEREKICEML TEMNT &k, HEERR TR O+47:
BI(3000mL/day B 1) 21TV, 6 B RE, R pH, RIBMOBERZTD. CY RESRMEN S
T 24 BERELE. R & 800mL/6hr DA b, pH 7.5 Pl L 2FEMHET 5. FE - /2R, 2121 Lasix 1A,
Meylon 1A ##: 53 %, (KRENEIMEROBERIRIGREF =y 7 L, Lasix DB, ERED
WIE#1TS, Mesnald 1 [ 1200mg % 1 H 3 [, CY #4541, % 5B4ATR 4hr, 8hr |Z one shot TH
EY 3,

Q) CY 13RI 3~5%DEE T OMBEZAMH LEFENE RS 2 LnH 50T, BN, #IE, W
RS O.DR BRI T ERT %,

(3) Day6 & U G-CSF(filgrastim) 50 ;1 g/m’/day DK TG & BIAL . RISHK R X TREZMET
%, R, BYEEEZAHLEBER OB TR, FERFOTS I EEEZITD.

(4) % ¥ B 1 3 9 M0 BRAT 5000/ w L Bk, ifi/NRER 5 5/ L LA EICEE L 2K RT 1~3 B
RIEREE1TS. CD34 BRiEMiaav kAt IcBI B NS aMNC, KM OBEIROEINS. S5
MR MMERDIBIMAERD BND T MLV, Fiz, KEILEF D CD34 BHEMIEE(HLER) R &
N3 CD34 BRI & EWIE QMBI 2R T /0. BBiANE X 17z BB & 0 S8 BER R
MREF—& 25, FEEH2HEHKT 5.

(5) Bl ER TR MR BB T X 0 Bk E AT 2, B A &R o ek Z
P75 D8 BT 50~ 80mL/min DFRENEEETH 2 X S 7KW ENEBN TS 0. NS,
KR, $5B TEIRA—RITH 5, BENIEMKEZ 150~200mL/kg THTER R 2~4 KT
H5.

(6) FHEDRIEMA :

a) K7L AHYE ; FLEEEFIO ACD (V> I AF L — REDASRIL S 1 > X DERNIZAS
FOBRBEIIEIIV Y AMEDCEIRTHDFRE, BEOLUN, BREERT %, AV FI-)VO
BETHILT B, T DBED 0~90%IZFED 5N DA, WL TBHIERRETHES
ARl = VAN RN

b) MEREMERS ; HERFICLERT, ERER,. HITRTHKRZHADIEND 5.

(1) BRI > /B2 BRET S BRYT CD34 BBHEME oMb 217 5 . #i{kicid CliniMACS %
AWD, WEEINE SO%BRRE, 90%LL EO#iE D CD34 BEMENA 55, #it CD34 B
Baid 2X 107kg D% BHEE 3%, WEUZ 1 0— 2D % 1~3 BT T 545 [EILL % CD34
B DY > N RN, REERRERET 5, BEEDA SNEWESIE. AREzHE
BOERT,

(8) LRI FRBUA B L 7= CD34 (B EMIII SR B R BIR(CP -1 2 )RV THEMAH £ T80T
THEREFET 2.



8. BHHAIAE

day —7 —6 —5 —4 —3 —2 —1 0
CY S0mgrkg il ! 1 1
ATG 30mg/kg ) 1
PBSCT i)

(1) Day — 8 {Z Double lumen @ 16G HULERIR 17— T )L & 8B TRk & D A3 5 BhE S

BAYETBED0. RBEXONR, &M, RAZBBT S,

@) CY 13V UF T3500mL \ZEME L. 3 BRI THRMEET 2, HmEBENR T om0 +4
I3AHIR(3000mL/day) 21T VS, 6 BERIEICIRE, IR pH, RIBMOBERZITH. CY #E5HEM 5 #
T 24 WL FRE 800mL/6hr Ll k. pH>7.5 ZFEMRT 5., FE- =L, #4371 Lasix 1A,

MeylonlA 259 %, AFEMEINMEMOBEIERISKRETF £ v L. Lasix DEM. HiKED
MIEZTT D, Mesna|d 1 [6 1200mg % 1 H 3 [@, CY #57, #5-BA%A% 4hr, 8hr | one shot T
ET %,

(3) ATG(Lymphoglobulin)id 5%~ R w7 ¥k S00mL {ZyEME L, 24 BRI ST 29 5, A%
WWEBEATHD —EHORBELNMER TERN, BEOEE O AH 3 fn g 25 o H
BZHEd 2, > ay VEEELRWEREZRITIENHDDOT, BEPUEICE5HAEITE
i iEE 2 +0BEd 5, oy VEREHFIESICFIEL., UWBETD. E-YEBERIC
FERL, B, BRSO D UNIOPRRERDSERT S, MAFKIRGHIE 25 2 DS E4HAT
Do RIZM/MREIEA TS ENH DD HMERIETHMEELTHEL,

BDHATCITHT BT F 74 IF > —FTFH Db ATO1 REZHZET S, Day— 5 & — 413

ATG #:5- 30 471 & © mPSL 125mg %4 & 100mL I[ZAfE L. 30 4 CAMEEET 5, Day—3
LIS 2 7 01 RE|% tapering L 72/ 5859 %, Day—3,—2; PSL 80mg, Day—1, 0 ; PSL 40mg,
Day+1,+2 ; PSL 20mg &8 L CW&E, BHERBRIO X 57 01 RiEFE2HET 5,

9. &M EH AR A

(1) RAEREL THBW/PBSC 2 3TCOERBN TRBICHEE L, ST 5 2 Ea<EB T
RS 1 > K OWET 5. BENLERT S SRFRF O DMSO AHifaEiEz b D/, waek
BR D RN SR ET B,

(2) WEENRKEC100mLIT/R2BEIIE, SEMEZEZZET S, MERENMET L TWSEA
BEDY —BERTITD,

(3) PBSC SiiERs DRI GGERL, WEht, PR EERE, %% E8HMT 5720, Wk E AT ATiREEPesL
40mg+ 4 £ 20ml, Polaramin Smg #1¥) %475 .

(4) PBSCT JiifT# H & D G-CSF O 5 2BiA L. AImEREAY 10000/ 1 L (4F FEREAS 5000/ 12 L)
Ub&lao7zlEAT, EREERLUANSHERVOKREGOH L 2BRET 5,



10. SZRPEE

(D) BT DHHERBAED O, BEYEICKH U T ToB0FEMBEGEY. IREAXY I L
DAERZ 2FHAL., BEBEIENETNEER) ZHAT L, HAMENEDOHSE. HE
HARIOEGHGEZ BRI VREIBT 5.

(2) & O M /MRIEANE (ML/IMRER 2 757/ e IITHE S g mnic s U T, RS /MR Z2EBim e 5.
BIICKRL . CMV EHYES GVHD 2 T8 50 HERERE 7 « V5 — 2 M T 5. £2NE
JOERE280gdL 2T 580, EHESRLRZRMLT 5,

() HBIFELHETH S, Ho0 UOBREBELZHEENCTYL, 3 8 CLLOFEART MmkEEE
EHAT LSRN AEYEB XTUOHERF %5 2175,

@ THITEEICENHT D, BIYEZRNT D-08E, CD hF 2 2 OBEZT D,

(5) M [E18 Hi(day10~20)1 334 & & 1T capillary leak syndrome %> hemophagocytic syndrome £
DIEEEED D Z EnHDH, Documented infection DEFED/RINT & EFEEE., BHOMNICAFO
- R(mPSL 125mg/day X 3days D6 tapering)/a & 259 5, 2B . EVEOHH BT THL,
(6) (LRI X B, HLEHBEEESICXOROBERNEREE 2o 728581713, IVHICEK
LEA0Y —WHiRERIET 5, NIREZRAH CTHRETEDbDIIMFEET 2,

1. BE. mEEE

WEERMICHEE SN TVWSEBIZDWTE, B - BREIE U THEB XUMEEETT
%, FNLSAOEBIZ DWW T SRR %2 .

7B, AR, -1 HE. 14 HE. 28 HEIZENZNMIERM 1 4, ~/XU 281l 2 KZ175,

(OHIGERTRE
Performance status, —fi¥ & B IREE, ¥R, OHE - BMEOHFE
iR &l

RAEMARE - FmEkE. FRimEkEk. Hb, Ht, §IRFRIMER. m/heiEk. Mk

Mg 2M2 « TP, Alb, AST, ALT, LDH, ALP, 7-GTP, TB, DB. CK. Amy,
TC, TG, Glu, BUN, Cr, UA, Na, K, Cl, Ca, Fe, Ferritin, UIBC,
KL-6, SP-D

RL. EESHE

MmEEEE#ZE . APTT, PT, FDP, FIB, AT-II

MiEsayEM | CRP, IgG. IgA. IgM, CH50, C3, C4, RF, HIOHUEA (ANA. #i ds-DNA Hiff,

¥i Sm Fiff, $i cardiolipin i, ¥ ribosomal PO Hi{K, #HT Scl-70 Hifk.



#i centromere HifK%ZE), BFEY AV ARE (HBs HURE. i HBc Hifk, #1 HCV Hifk, Hi HTLV-1
Fifk, CMV IgM,IgG %)

RIRE : IR, RILE. REME (REH. Coa %)

U > NEREmHIE (CD2, CD4 ., CD8, CD20) Thl/Th2 /)N > %

FOER B A X R A, MEf HRCT, Ga > > F, MEELI—, FEH MRIZWEIIEL O
DR E  LEX, LTa—

SRR« BIIRIMLIT A 04, spirogram, %VC ., DLCO %

QIEESR, BEBETY —TRNEHREE SmEEE

—MEBRaE, B, A0PE - BYSEDHE

RMIARE - IRAELFRE  BED, FPERETE £ TI3ER - RH.

iR EE AT PRAGES . B BT B A0 X AR, (OBEAR. R B (%7855 %&. B D-glucan %> C7-HRP
7 EDBYGEY—1—) 1 EME-BEIZETT

U NEREEGIR, s o7) E&E 14 H, 21 H, 28HHE

CIEERYIE D=0 DI E

PUEPUR (81 » BIZ1E/LGE, 2-3 » BB LERZE, DI 1EL A

a2 FMET ) 7 h—F A(SLE)

JREB. Cer, CrxE0OEHE « 18/ ARE, FgeToImE2 » BBICEER

CNS lupus DF5ER & U THEES MRI

SLEDAI

b) & B PERE{LRE(SSc)

ORFRAFAOT7EE, BEEFEME, BREMEGHESER) 1 » A3 1 [E/1 3,
23y HEWR 1 ERZE, D& 1E/L A

DLCO, %VC % 0ffitdse : 1 /1 AEE

o2 RaE U U < F(RA)

ACRIa7ty GRS : M 1 » AL 1E/NE, 2-3 »HBIX 1 @28, B 1E/LA

RFBESNI2EEES
BEEIER T 2 KEOREIHIFNC L DHEBEED. BHAE0RERRIRBIC K DRYER E

DERNEA SN D,

M7+ A 773 RCY)



FIVFEIERITH O, G iEF, £/~ Ex OBEEEEICBNTD keydug E L THEHRINS,
ELEEERIIBHMINGITH D, BH, 5% 10-12 REICHET 2, B - BHE, REERER.
REER B, R, O, AR ERENR SN D, HIEBERABERET DA, K
U TRk mia ERRDFH &5, REFERICKD., MO TEEDLEENHERT DA
BEMEDNI D B,

TURFEE. BRICEEMES. MEEMERORENRESNTHD ., FRE ST FEICHEESEN

.
[=}

=W,

Q) BIBEREATOAR

BIBREATOA ROEEERILERNIWRETDH S, K - BREERE. KolrEIIL2
SoMMLRENEEME. £, HEEL. RIR. SERE. BRFOFREE. Bl H-
HRE, SIET. BHEE. HEBEIRE. KIREEER, MR, WEEER IR 0FE
FEENHBRTHREMEND D, 2700 ROEBERE LU TIE, #E, 5B, 25 A,
BE RN T 2ENH D, iz, BNV R ZEE, WCHEHEROBED H SEHF T+
BREBNLETH D,

(3)ATG(antithymocyte globulin)

AENIEMBRTH O, BRCHEBICEERT LIF—RIREEL S, HHRBBID I a v 7R
BICMD 2L bH D EERBBBARNMNETH S, £k, MFRERT I LDHENTHY, &
L5RtAt ERLM L O RE, 2588 &5, HEER, BtEHnREZ2RDL, I
FRBEESEROHBANCEEICIVECSDOT, MIFEMEMAIET T %,

(4)G-CSF

BERABUEEZNRE LZE I HEBRBIUREEHBENEL 25 L ETY MINT S
Mg R —26HE LS THRBROE 51 FIc LT, 100, 200, 300, 400 . g/m’ 2#5 L,
KA MBI ER L - & ZARFICB W TR, 5E. MEEE. B2 EORIERMNED
537, ETRERBREMEEREEIILDH L&, ALP L7, Bz - iFhekEid, REg LA,
If/MRIEA, CRP EF72ETH o7z, RO REEEZMRICT 5 &, 679 filH 10.6%D 69
BB, FE. IEE. MEREEEREORIERZZRD L, ERRRREERELEIELDH £
5. ALP b5, AST B8, ALT ERRZRETH o7z, TOMEKRZRBNER & LU TRER OB,
Tavy. MEEM%. SHTRESAERRE. MERLENHVERZET.
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1) SLEDAI  50%PA Lotk
20%2A LootE
10%LL LDk
10%AA DU F 72 1T
10%LA o B 2
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204 FoodE
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10%Ri D EE £/ 1T HEHE
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20%LA ks
10%EA L DegE
10%KT DU £ 72 13 E
10%PA Lo 38
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