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#£1. Characteristics of HSCT-PLD patients (N=24)

Age (y) 25.4 [18.3-40.0]
Female (n) [%)] 18 [75]
BMI (kg/m2) 18.5 [13.8-24.0]

Malignancy (n) [%] 22 [91.6]
ALL (n) [96] o [37.5]

[

AML (n) [%] 8 [33.3]

NEB (n) [%] 2 [&.3]

ML (n) [%] 1 [4.2]

ES (n) [%] 1 [4.2]

Other (n) [%] 1 [4.2]
Non-malignancy (n) [%a] 2 [8.3]
FA (n) [%0] 2 [8.3]

Onset of primary illness (y) 3.8 [0.1-15.0]
Age at 1st HSCT (y) 5.9 [0.5-26.3]
TBI (n) [%] 18 [85.7] (of n=21)
Total TBI (Gy) 12 [3-16] (of n=21)
C€GVHD (n) [%] 12 [50] (of n=21)

Duration from 1st HSCT to PLD (y) 10.9 [2.1-24.8]
Diabetes (n) [%0] 20 [83.3]
HbAlc* (%0) 7.4 [5.9-11.2] (ofn=18)
Insulin resistance** (n) [%] 22 [91.7]
HOMA-R 5.9 [2.8-32.0] (of n=10)
Hyperlipidemia (n) [%6] 20 [83.3]
TG* (mg/dL) 385 [150-7680] (of n=18)
NAFLD (n) [%] 22 [91.7]
AST* (IU/L) 44  [23-260] (of n=22)
ALT* (IU/L) 63  [19-598] (of n=22)

HSCT, hematopoietic stem cell transplantation; PLD, partial
lipodystrophy; BMI, body mass index; ALL, acute lymphoid
leukemia; AML, acute myeloid leukemia; NB, neuroblastoma;
ML, malignant lymphoma; ES, Ewing sarcoma; FA, Fanconi
anemia; TBI, total body irridation; cGVHD, clonic graft versus
host disease; NAFLD, non-alcoholic fatty liver disease

* value at each diagnosis

** Including cases diagnosed with diabetes
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#&2. Glucose metabolism management of HSCT-PLD patients

Diagnosis of HbA1lc at . . Latest
No. Sex Total TBI _ . . HOMA-R Insulin Oral medicine
diabetes diagnosis HbAlc
1 M 0 No NA 4.8 No No 5.4
2 F 4 No NA NA NA No 5.5
3 F 12 No NA 2.8 No No 5.9
4 F 12 No NA NA No No 6.5
5 M 12 Yes 7.1 NA No No 5.7
6 F NA Yes 11.2 16 No GLP-1RA, SGLT2i 59
7 F 12 Yes 6.8 NA No MT 6.5
8 F NA Yes 7.9 5.7 No MT, SGLT2i 6.6
9 F 10 Yes 6.1 13.3 No MT, SU 6.6
10 F 12 Yes 8.9 3.1 No MT, GLP-1RA, SGLT2i 6.6
11 F NA Yes 9.9 NA Yes No 6.7
12 M 3 Yes 5.9 4.7 No MT 6.7
13 M 12 Yes 6.5 NA No MT, TZD 6.9
14 F 12 Yes 6.4 NA No MT, SGLT2i 6.9
15 F 12 Yes NA 4.8 Yes MT, SGLT2i 7.1
16 M 12 Yes 9.5 20.3 No MT 7.1
17 F 12 Yes 6.6 8.6 No MT, GLP-1RA, DPP-4i 7.9
18 F 0 Yes 7.1 6.1 No MT, DPP-4i, TZD 8.0
19 F 12 Yes 7.3 3.8 No MT, DPP-4i, SGLT2i, aGI 8.5
20 F 0 Yes 7.5 10.1 Yes MT 8.6
21 F 16 Yes 7.4 NA No MT, GLP-1RA, TZD 9.1
22 M 12 Yes 9.9 32 No MT, DPP-4i, SGLT2i, aGI = 9.5
23 F 12 Yes 7.9 NA No MT, IM, SGLT2i, TZD 10.1
24 F 12.8 Yes NA NA Yes MT, GLP-1RA, SGLT2i 10.8

NA, not available; GLP-1RA, GLP-1 receptor agonist; SGLT2i, SGLT2 inhibitor; MT, metformin; SU, sulfonylurea; TZD,
thiazolidine; DPP-4i, DPP-4 inhibitor; aGI, alpha-glucosidase inhibitor; IM, imeglimin

Wit TR, SEOREND
HSCT-PLD O %4 T b [FIEFR D B 3T
TET 5 AIREME S R Tz,

TWRFHAR T, BIRER T 24 BIlCBE TS
AR IRTE ARG Z LN TE T, D
%22%@@% THMFEEZIZ LD & T

EMEERE Ch v | FEEMEEBT 2 filo
#T%okou£®ﬁ%k*ﬁbfx
HSCT-PLD % %4 L 72 EBNT LctEn £ < |
BTALE 31T 5 TBI FEhiR N @ h - 72,
HSCT 23 S C2v5 PLD BIiEE T
(CEE U7 RIS, e 2 D B R 24 4F
EMEDNIR < . BN ZEME 3 LA B okt
TR HETT T D ATREME DS R S 4L72,
F 7240, HSCT-PLD ¥ OB
DRBUZDOW TR LTz &E 2 A, BED
LNk b — U ZEEEE L TV A
?é’ﬁfm%é% R0 &7xotz, FERZHHI

ERBNA] S DOIRFEIT AR S
fwtﬁ\ﬁmm%%Tﬁﬁﬂfnyk
2—/L ISR TWAHIERIXDOT N Th o7z,

% < OIEFIT, BEOR D MR T3 E
72034 VRV VRIE M AS DR TR
DIRENTWDIZHE b BT, Kk
DOIERFIZY HbAlce 7.0% A % 2% T & T
BHT, —EHORER]TIL HbAle 10% % #
OB EPERFa ha— LI ARRETH
STz, ZNHORERIEX, HSCT-PLD Ok
R T T DUERIBROIRA &R L
TWDDONE LLZe, 75 IL, FERFA
ay b —/ L Z#E4 5 HSCT-PLD &
B LTA NV LT F oL L,
HbAlc DE W 70dE L NEE BFIE, T
RESLH . NRIAIT . REN: 940 St OBk
L= &AL C\5H, HSCT-PLD
IZBWTH, fEkipETay hr—AT
ERVWEEORMET 2 A0 25461
X, A MV LT FUOFEARRGTED
RO RHIEN L END,
SHOREELE LT, BERH R,
NAFLD 72 & OFFERHRFIZ OV T
FEREDRF 21T 9, E72 K THRMERE

43



R E (DEXA ) 12X D MENZ
i D Z BRI 72 & N I v 7 il
EDREZRET L2 TETH S,

E. i i

AR L > T HEREABNT Wit
£V $%< ® HSCT-PLD BENIFEL
Z L TEDL L PHENRERH R OE
(CHERE L TV O REBBHL N L 2o T,
BED “IRRAEZ kR L TR Y | JEFIEK
IR0 L TR IBIT 217 2 TIETH D,

F. R
(Griaurseass IFRAETIC, B
FEF SR s £ i&@fﬁk)

G. BFe 35
1. FWCHER

Buso H, Adam E, Arkwright PD,

Bhattad S, Hamidieh AA, Behfar M,

Belot A, Benezech S, Chan AY, Crow
Yd, Dvorak CC, Flinn AM, Kapoor
U, Lankester A, Kobayashi M,
Matsumura R, Mottaghipisheh H,
Okada S, Ouachee M, Parvaneh N,
Ramprakash S, Satwani P,
Sharafian S, Triaille C, Wynn RF,
Movahedi N, Ziaee V, Williams E,
Slatter M, Gennery AR.
Hematopoietic Stem Cell
Transplantation for C1q Deficiency:
A Study on Behalf of the EBMT
Inborn Errors Working Party. / Clin
Immunol. 2024 Oct 29;45(1):35. doi:
10.1007/s10875-024-01819-1

1. FRREE

1. [MHE, ZEEY), NlEEE, 2
B kv, PR, B T,
INIMEZ:, BANIZRIE. & f s
el R AL P R0 43 M T IS 25 A 0D 52
REICBI 2. 2 97 | H
RN WP 2. 2024/6/8.
PRSI G

2. [ H B, i R A D N Sy
WA, 55 57 [l H AN N 75
4> 2024/10/10. Rk, 2Ry
YN

3. [l FH B i R A R A B
%@%%%%ﬁ@%%m% %57
51 = W NV NS ) EET
2024/10/11. #fik. aﬁ@é

4. MM &. HSCT B 2=
MadiE. 25 66 Bl HA/NRIMmHE - 23
AFE . 2024/12/15. HUEB. FHIH

5. [ . HSCT B R hZ=
MEdE. 2 47 Bl HAIE M - faEk
B, 2025/2/28. HHL. i
i

H. RO EEHE D HFE « B &R
(PEZEL)
1. FrFEUS
EUHD FHA,

2. AR
FLH Y EE

3. Z i

44



