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Allogeneic Hematopoietic Stem-cell Transplantation for Adult Hemophagocytic Lymphohistiocytosis
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Background/Aims: Hemophagocytic lymphohistiocytosis (HLH) is a rare and potentialy life-threatening disorder in adults. Patients with fever of un-
known origin, lymphadenopathy, deteriorating performance status, and elevated systemic inflammatory parameters frequently show no clear cut diagnostic
criteria specific for HLH. Among adult, acquired HLH triggered by infection, neoplasia or autoimmune disease is more frequent than in pediatrics. Due to
the variability of clinica presentation, large-scale unreporting can be assumed. Currently, alogeneic hematopoietic stem-cell transplantation (allo-HSCT)
in the treatment of adult HLH israrely reported. In this study we evaluated the effect of allo-HSCT as treatment for adult HLH. Methods: A single center
retrospective analysis of adult (>18 years) patients was performed. Diagnostic criteria were derived from the pediatric revised HLH-04 protocol. Results:
In eight adult registered so far, median age was 40 years (range 22-60), five patients were male. HLH in four patients (50%) was infection-associated, in
three was malignancy-associated (aggressive B-cell lymphoma) and in one could not be determined. The main pathogen in infection-associated HLH was
EBV (n=3, 75%) followed by CMV (n=1, 25%). Five patients received HLH-04 based therapy. Three patients received rituximab based combination
chemotherapy. After induction treatment, eight patients underwent allo-HSCT. Periphera blood stem cells were the stem-cell sourcesin al patients. Five
patients were transplanted from HLA-matched sibling and three from matched unrelated donors. Four patients appeared with mixed chimerism, and no pa-
tient resented with graft failure. There was a high risk for EBV reactivation with an incidence of 76%. One patient devel oped post-transplant lymphoproli-
ferative disorder. With amedian follow-up of 26 months, five patients survived and three patients died with chronic graft versus host disease. The estimated
2-year overal survival was 60.0 + 1.8% in al patients and 64.3 + 12.9% in EBV-HLH. Conclusions: Myeloablative conditioning-based allo-HSCT is an
effective treatment for adult HLH to achieve complete remission and long-term survival.
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Figure 1. Overall survival in all patient who undenvent allgeneic hematopoistic cell transplantation
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S o7} 555 oje] 4719] 7)%o] HRH o ofstuu, o] = Q| ket Eebd & glrk. vk F4=2d @ (Chronic myeloid leukemia, CML)e]
A Bfe] 2217 el Al (Tyrosine kinase inhibitor, TKI)= AE&<] @448 7hAghot, niellx] TKIE 5% 12485 Ao &3] =7 = gt mebA 1
2] CML gabellA] TKI A o 51 ab#] 5742 dobrlanzt gick. T 3 G s dzts ol 2005358 2013dAko]o CML(ICD code
C92.1)2 #ehka imatinib, dasatinib, nilotinib, 3= radotinib2 xakake 8kx) 2 704 o)4be] $hx12 it & Lo, A, Aloke, AlaaE 22319l
Ak 3 4029 % FAPL o] Beken (n=216, 54%), Imatinib, Dasatinib, nilotinib, 7)1 radotinibg XHigkel 2o Ea= 717} 348 (87%), 119 (30%),
97 (24%), 16 (4%) SIct. Imatinib E-8-314 $hx} 5 25872 400mg 0.2 AJZkstglon], o] 400mgs 714 Ak Al 1117(39%) 0] $lor 2kt
AVEE ) Hitg-32 263mg, 77119 F7k717k2 27) olut. Dasatinib & 94t50] 100mg © & A|2tsl 901, o] 7Hagk ALk 637(67%)013ick. Tt
A oF IB(FIR) o) 2gHFlon, 2HFH itk 57mge|ch. Nilotinibe] 79 97 W% 44mito] 600mg 2.2 A|Haklen, ofF 313o] ZH3gle] #4)
k3Ick. Zg7hA] A7 AR median 271 o] 7 gek2 w5t 325mgo] ict. Radotinib -2 83(50%) 2] $kjoll~ 800mge A3k o.m, 7ol oF 4744
ghol] 3t 357mgo 2 ZaFatolrt. oF 511133/ o] FHBAYIREF 5 WEELS 5%, 109 YEEL2 24%0ict. A& 13| CML gl Aie
TKI Z of 13to] A8 o = AP 3int. TRl 78, of 51(1-133)/H e o] 27Kt 51 AE8-& 59% v]uH] 7)) Ljehdt.

Table 1. TKI starting dose and subsequent dose in elderly CML patients.
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