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(HLH) (78, 73k %2013 4F 1 H 22019 4F 10 H 18] F & 45 R K2 b e At st i BE B4 %
haplo-HSCT [ 15 $il sl A JRU& M HLH 38 HE A7 ML A . 855 @B 1S & B 104 Lo S 4,
HALAERY 21 (18 ~52) % o SR Wik 1M 20 i 25 5 fiF 2 #9 (FHL-2) 8 f4i] , FHL-3 4 4], Griscelli Z£ & fiF 2
(GS-2) X B ZH LU A 255 F 1 5 (XLP-1) . XLP-2 4% 1 il #§12 HLH F 4% haplo-HSCT i
DEIHE Hg 7(2 ~46) A H o A BEARTI1%E % HLH-94 . HLH-2004 5 DEP J7 1% ST, 8 3545
SEANZ (CR), 7 BIAASR 4 R4 (PR) . FSAH AL . Bu/Cy 752 741, TBI/Cy 77 55 8 4l i 2%
A0 12.6(9.2 ~20.3)x10%kg, CD34 4 i1 4.91 (2.51 ~8.37) x 10%kg., KL 20 Ml A% % (2 1 1] &y 13 (10 ~
23)d, i/ IMRAE TG FFAZET T A 129 ~ 36)ds JRA& AR R MERE A RIS L], 11 ~ IV EE 2R A Y b
F Wi (GVHD) K LE 3 H 71.4% (10/14) , 18 1 GVHD % 4= %0 30.8% (4/13) . FEHH 5 T 5 4F S 17
(0S)#H 65.5%(95% CI134.9% ~73.3% ) , FBAAHIIET R 1 26.7% (4/15) . —LkiFs SiRYT Ja > Bl 42
Z B (8B | 5 IR T MEVR/R R B H (701 R A IS TR 5 4F OS Z430i h 87.5% (95% CI
38.7% ~66.3% ) .42.9% (95% CI 8.5% ~ 65.2% ) (*=2.387,P=0.122) . AT CR(841) PR(7 /))&
F R RS T T 5 4F OS K209 8 85.7% (95% CI 50.4% ~ 89.8% ) .42.9% (95% CI 6.4% ~ 53.0% )
(¥=3.185,P=0.074), %&£ haplo-HSCT &/l A\ J5i &M HLH fE S0A7 T-BL
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[Abstract] Objective This study was designed to evaluate the efficacy of haploidentical
hematopoietic stem cell transplantation (haplo- HSCT) for adult- onset primary hemophagocytic
lymphohistiocytosis (HLH). Method A retrospective study was carried out to analyze the clinical data of
15 adult patients with primary HLH who received haplo- HSCT from January 2013 to October 2019 in
Beijing Friendship Hospital, Capital Medical University, Beijing, China. Results Among the 15 patients
included in the study, ten were males and five were females, with a median age of 21 years old (18 - 52).
Eight of the patients had familial hemophagocytic lymphohistiocytosis type 2 (FHL-2), four had FHL-3,
one had Griscelli syndrome type 2 (GS-2), one had X-linked lymphoproliferative disease type 1 (XLP-1),
and the other had XLP-2. The median time from HLH diagnosis to transplantation was 7 months (2 - 46
months). Seven patients were treated with Bu/Cy condition regimen prior to transplantation. Meanwhile,
the other eight cases were treated with TBI/Cy. The median concentration of mononuclear cell (MNC)
infusion was 12.6(9.2 - 20.3)x10%kg and CD34" cells was 4.91(2.51 - 8.37) x10%kg. The median time of
leukocyte engraftment was on day 13 following transplantation (10 - 23 days), and the platelet
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engraftment was on day 12(9 - 36). Graft failure (GF) finally occurred in two patients (one primary GF
and one secondary GF). The cumulative incidence of acute graft-versus-host-disease (GVHD) grades 2 to
4 was 71.4% (10/14) and chronic GVHD was 30.8% (4/13), respectively. The five-year overall survival
(0S) for all 15 cases of primary HLH was 65.5% (95% CI, 34.9% - 73.3% ) and the transplant-related
mortality (TRM) was 26.7% (4/15). The five-year OS was 87.5% (95% CI, 38.7% - 66.3% ) in eight
patients who received haplo-HSCT subsequent to initial therapy and 42.9% (95% CI, 8.5% - 65.2% ) in
patients seven patients who needed salvage therapy prior to haplo-HSCT (° =2.387, P=0.122). The five-
year OS was 85.7% (95% CI, 50.4% - 89.8% ) in eight patients who achieved complete response before
haplo-HSCT and 42.9% (95% CI, 6.4% - 53.0% ) in seven patients with partial response (y* =3.185, P=
0.074). Conclusion The results indicated that haplo- HSCT is a promising method for the treatment of
primary HLH in adults.
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BH 2,57, EFEKF 2 A mE A 5K
2 d”F 20124511 H 20 H AFRBERIRAL . A0 Rk e 45
A i S o, T M R TR 2 oA i %, o0 il oK UL S
W BE ABLTE A KA T P RS W KGR £ WL
(Polymyalgia rheumatica, PMR) , 43 #1097 o (=B
FBE I BN PLT RRLAmAIC, A2 Gl B e, i R0
WBC 7.03x10°/L,HGB 141 g/L,PLT 71x10°/L, 1 J&J5 PLT k%
F X107 o EBEG A I RIGER  BLR LRI,
Ik EL AR A 3 2 SRR A AE L AT 5 86 % , &2 K ILE
ML, /IR T o T e 4 A B A — B A
AN 48.74 % 11 5 5 A0 ML, T A RE 2R cyCD79a .CD38 .
CD19.CD20 fH#:,CD22.,CD10 . HLA-DR &B433eik, Z &Ny
SHEABHBANGE, YRR 46, XX[20], flAFEH
i 4 [ MLL- AFX . MLL- AF1P . MLL- AF4 . MLL- AF6 .
MLL-ENL. TEL- AMLI ., dupMLL . TLS- ERG. TEL- ABLI ,
E2A-PBX1.SIL-TAL1 .BCR-ABL(p190) .BCR-ABL(p210) .
E2A-HLF \HOX11]: {1t £Wi: Ph et B vk 2obk B kL
4B 1 1% (Ph™ B-ALL) o 45 T CODP14 K ( FR B it
750 mg/m® 5 1 K, ZRLLEF R 45 mg/m* 55 1 ~ 3 K, KEH
1.5 mg/m’ 55 1 (8 K, HLFE RIS 10 mg 55 1 ~7 K, IKEM
30 mg 55 8 ~ 14 K) 7 BALIT 247 RE G A BB 4 R 58
LM (CR) . 4kHH Hyper-B (FF 2004 3 g/m? 55 1 X, BTt it
1 g/m’ 52,3 K)5 CODP r L ELST , B 864 Fr 4k
GARARAS Ak B2 IR Z5 Y A 5167 (8 30 mg/ik

JH 2 x4 JH ; -5 FENEI% 100 mg/d x4 J& ), 2015 4 10 A 45 11
1I7 . ZJEBE TG SR e .

BT 20194 5 A ] I H RS WBC S35 =, HoA
G PR ABE . AR EEAT A, 1R A5 R fik K
JH R WA, 22N S 3 em, JBUH), JCfld , IR LS5 . A
B 1% K : WBC 131.18%10°/L,HGB 87 g/L, PLT 9x10°/L, ¥t
¥ 40 M 3T 0 (MONO#) 24.01 x 10°/L, 5 % 41 Jf 1 1)
(MONO% )18.3% . ‘B #i% « /= B W3 K, BAZ 4 g L 4]
B R LA RN 1% , R ARSI HESRAZ AN 5 5.5% , il ep
WA 5 11.5% ) o AME AN BT A A A < 1 JE L5 46k 41
M5 1%, JE AR S HE SR AN (5 3% , A BEAZ AN 7 11% .
W e R R MU 7E CD16-CD13 .CD11b-CD13 5 A |
RN AT, B AN L3 = (HLA-DR 4111 94.7% ,
CD11b" 4 Jif1 81.7% ,CD13 41 1 98.7% ,CD15 4 Jifi 25.2% ,
CDI16' 48 0,CD56 4 )i 0) . BCR-ABL fil 5 35 K A& - B
PE . Ye@ARAZ AT 46, XX[20] 0 B R 7E M A 5 L
LA A : ASXL1 BVI1 S F AR . )52 Wi Otk
Sz - BAAZ A P 10175 (CMMIL) -1 (ASXL1 & EVIT %78 B ) 5
@ALL-CR 64F . 44T HiPG i} (20 mg/m’x5 d) 2 F 34k iG
J7 ), B, PLT WAt BT+ GRYT 5 UL i : WBC 66.28%
10°L, HGB 86 g/L, PLT 193 x 10°/L, MONO# 9.45 x 10°/L,
MONO% 14.3%) .
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