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Chronic infantile neurological cutaneous and articular (CINCA) JEf#E#/NOIMD (Neonatal
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EEERPT K. 1EREEICH3 2 RSz B W
T, NLRP3ZEEDH 572 L TELBEN
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B ) B T (meRERERERRER TR NERE)
B O ¥ F ERREAYREHESRATIER RS
oA O (RERERERE SRR ATIER R
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BEFELE R RERBAE (SCN) ITEFEMERYME S ET 2R EREERETH S
7. G-CSF 52 XY 95%L EDEF CRLTIHNAIREL oo, LA LERHAREIC
X 0 # 20%DEHF T MDS/AML ~DBATAA b, BEERPMEL & bIZEMTRIZE
BEEZT\W5, BED L - 5 MDS/AML ERRTOEBBEICIT HRTLE. BHER
s SN TR EEIDR Sh TRy, SEbbITEREEEHERIC X 5%
WirE o r % RS, MDS/AML EER{1D SCN EH] 5 Bl fludarabine & AV 2%
BB BRI BT E T X 2 BB E L0 THET 5. G-CSFILRICRRTH D
FEF]. G-CSF O BB ENNERER, BEERIRE % KET 2EH Tid. MDS/AML #
BN SR ERENATLAE I LA EHBEAITO CEBRFATH I LB ORI
BE AR . BTLBEOBIRICOWTIIAIES ZEEL, T R4 - OFEHR

PNELEDbhD,

A HEE®
SCN EFIZ BT MDS/AML #ATHT
WINETS il d Ul BRIk
BIRTALE (RIC) (T X A AinsiE
(SCT) B IRV, ZOHMERLTRR
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B. iR

JE BRI/ T 2007 4E 8 A )5 2010
£ 7 B £ cioEmEMRBE L T L7z
SCN @ 5 ffl &%t & Liz(Table I), Fip
T 1AL 17TETHY, BR3F, &R
24 ChH o7, REEMETIT 46T ELAZ
DERPHERR SNz, 1613 ELA2, HAX],
GFI-1, GEPCS % it LT P ERZRY

bnehotz, 24 MDS/AML %#%JE L
TELT, G-CSFEERLTVWAHITHD
Db b TRRMENSED RN TR BiE
BIG & o Tz, FEGI 4 FXLART 9  ARRIC
s AR & 38 2 72 o e BB EE BRI
L I o T,

BAEFILER 2. 3 Tit HLA —ERig
OFEEEAV, EF 1. 4, 5 THIRME
K r—nEH#EE AV, 6 1, 513 HLA
—H T o703, R 4 13 HLA-A O—J
R—F T - = (Table II),

BTALE X 24| Fludarabin (Flu) 125
mg/m?2, Cyclophosphamide (CY) 100-
160 mg/kg, Melphalan (L-PAM) 70-90
mg/m2, TBI 3 Gy Z#ERA L., Fm& K7
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Table I : Charactenistics of the cases prior to HSCT

Case 1 Case 2 Case 3 Case 4 Case 5
Age lySm iy 2y7m 8y 3y
Sex male female male male female
Etiology ELA2 unknown ELAZ ELA2 EiLA2
G174D C194X G185R VIZM
Pre-fransplant  recumrent  skin, perianal lungabscess  skinabscess  perianal
status prneumonia abscess pheumona abscess
gecond SCT
G-CSF 5 6~20 5~20 5 5
(ng/kg/d)
Duration at 13 months 17 years 3 months 8 years 11 months
‘G-CSF therapy
Table II : Characteristics of HSCT
Case 1 Casge 2 Case 3 Case 4 Case 5
Donor MUD MRD MRD MMUD MUD
(HLA7/8)
Source BM BM BM BM BM
NCC(x10%/kg) 2.9 37 51 34 1.9
CD34(x10/kg) 2.4 6.6 16 42 1.9
Conditioning Flu 125 Flu 125 Flu125 Flu 125 Flul125
regimen CY 100 CY 160 CY120 CY125 CY 140
LPAM 70 LPAM 90 LPAM %0 LPAM 90 LPAM 96
TBI3 TBI3 TBI3 TBI3 TBI3
ALG 80 ATG 10 ATG2S
Engraftment Complete Complete Mixed Complete  Graft failure
engraftment engraftment chimerism  engraftment

MRD; matched related donor  MUD; matched unrelated donor MMUD; mismatched unrelated donor

—ThoTMER 1. 4, 5 ZBL T
anti-lymphocyte globulin (ALG) 60
mg/kg H L < i anti-thymocyte globulin
(ATG) 2.5 or 10 mg/kg ZBM LTz, SEF

5 B L TIHBERDOBERRBIEZGHE L
ATG @& L7, GVHD FE5IZiZLef]
Tacrolimus (FK) + short Methotrexate
MTX)%2fERA LT,
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FEL TV,
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5 2000 EEDOHARIC B EF S 7z 348 FilD
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[EMEBHRBE SRS b LTV D,
SCNIR 7* 5 #% & vz MDS/AML R
(2 M s R R % S5 S 7z 11 B DR
PG 10 Gl B BREARILEIC L 5%
WAERE S, 2FMRET L, 3 FAREE
DIEREESEEEZROTVE ), 7T R
IR B 5 FlOfENT Tk, 2FICE K
EARTLERHVWOR 2 FIBETL, 1
FIZEERREEEOSHFIRDOLNT
W39 Ll ED X 52, MDS/AML #E R AT
OEMEBMRBEIC LY FROWEITR
HHENTVEA, BREREETLEIC &
HIERAEEESBRE L RoTWVD, &
W D FERERERSEBIZIB W TRIC
LD EMBMRBESRADND XD
272y, IBREEBEORE. BHEE
OEBPHABHFEEN TS, LA L SCN fE
Bl CIIRBERGICHED U v BRI DOTE
PEAL D T2 DD FTREMED TV, 1989 &
P 5 2005 FED HAIIZIIT 5 18 1D SCN
BHEF OB TIX. 12 BB BEREER
BTALEBAS, 6 filiz RIC BB Ziebhi ¥,
KX 2 61Th ) ERRBHEBEESHE
b 2 il & Do T, S BT AEFRED
T bz, RIC OREHIN B % 72
TEBR—REEBEZLNDA, BIRENT
LT DHETITATG ZRTLAEIZ< b Z
B L TRIFREFZLLLTWVDHH
EERHD EEZBNWS, SEDbNIvb
BB Z 7o 7= SCN OB 5 Fliz BT
. ATG ZfERA Lo ZFER K F—o
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