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1.
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Fig. 1 Sequential data of serum immunoglobulin and FISH analysis in case 1.

Hemolysis which was possibly related with a minor mismatch BMT was observed. Serum IgG levels gradually decreased.
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Fig. 2 Laboratory data in case 2 after BMT.
WBC, platelets and reticulocytes were sequentially examined post BMT in case 2. After BMT, ADA level increased
and KL-6 level decreased, indicating good immunological reconstitution. The patient was discharged on day 51.
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Fig. 3 Sequential analysis of red blood cell A antigen and chimerism of B cells and neutrophils from case 1.
At 25 years after BMT, RBC still showed A-type, which was the recipient-type. Soon after BMT, mixed field agglutination
which might have been related with anti-A, DAT and RBC transfusion was observed. Microsatellite analysis of D9S304 revealed
that donor-type cells were dominant on day 259, but recipient-type cells were dominant since then.
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ABO 1allele | ABO 2 allele BAite DA M5 ) ¥ F+£¥—) 1 (IBL) ZHw
pre transplantation A101 001 Ty /\"I«:k% ﬁ\%ﬁ L, EasySep Selection beads (STEM-
Whole A101 001 CELL Technologies #£) % Jiv»T, CD3 Btk T Mg
patient 1 | month 30 (B3D3H oo1 - O BANEBILL, U ¥ 5ERkkE DAL A Bk % FEk
A101 001 X . . .. e

Neatrophils | 4101 oo B L7z it QuickGene-Mini80 (Fuji Film) %

Donor 001 — L, DNA #EE% 20ng/wl \CF% LI L 7.
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patient 2 | day 83 | Whole A102 002 XA F—IAYYFICLB LT Y MY ABO HUR
Donor A102 002 DOWIMEFE, 54 FRL 2P Fk : &) 2Hwv
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# % r-SSO (reverse-sequence specific oligonucleotide)
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Fig. 4 Sequential analyses of agglutination titer, score of red blood cell B antigen and chimerism of CD3* T cells

and neutrophils from case 2.

B antigen on recipient RBC rapidly decreased after BMT, and RBC type was completely changed to the donor
type on day 181. Microsatellite analysis of D8S1179 revealed that neutrophils showed a complete donor-type on
day 33, but a few CD3* T cells showed recipient-type on day 323.
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i 30 7 HO ABO iz 7RI, CD3 Batkfiizix 001
DORELRD,FZENF—RITHL I LAFER I N
B A, $ERIERIZ, AIOL/O01 L LY ¥y MR AIOI
EAELTWALILLD, REF AT THD I LIVRE
&7z (Tablel).

FER] 2 0 BHE 20 HE X ) BHUEO X 3 7 25 an)
ZR L, 83 HIZIZAIMER I BHUEZ DT, 524 F
F—RE 757 (Fig. 4). Btk %< DAT Oz
3RO h o 72,181 HD ABO #AZFHI1Z A102/001
&, BERNF—RBDHER SN/ (Table 1).
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293, 83 H 835/16.5, 181 H 7.7/92.3, 323 H 5>/95<
&, WLAERICHCIZIZ N —RBE %57 (Fig.4).
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b, BRI 2EERBLEHAEZX LYED Y M
TV AEADSH D, & <12 BifgixZ oS
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Abstract:

Allogeneic hematopoietic stem cell transplantation is the only curative treatment for severe combined immu-
nodeficiency (SCID). Recently, we treated two children with SCID (X-linked SCID and adenosine deaminase (ADA)
deficiency) who underwent bone marrow transplantations (BMT) from HL A-identical minor mismatch donors. Condi-
tioning was not performed in the patient with X-linked SCID, whereas reduced-intensity conditioning was done in the
patient with ADA deficiency. In this study, antigens on red blood cells (RBC) and chimerism of subpopulations of white
blood cells (WBC) were sequentially examined. Immunological status of both patients was completely improved. The
patient with X-linked SCID showed that RBCs were derived from the donor, and subpopulations of WBCs except for
T cells had mixed chimerism at 2.5 years after BMT. The patient with ADA deficiency showed that all cells were de-
rived from the donor at one year after BMT. The patient with X-linked SCID requires follow-up for a long period.
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