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Ten Best Readings Relating to Rare  
Lymphoproliferative and Histiocytic Diseases

Gérard L, Bérezné A, Galicier L, et al. Prospective 
study of rituximab in chemotherapy-dependent 
human immunodeficiency virus associated multi-
centric Castleman’s disease: ANRS 117 CastlemaB 
Trial. J Clin Oncol. 2007;25(22):3350-3356.

Single-agent chemotherapy is typically effective in 
HIV-associated multicentric Castleman disease; how-
ever, chemotherapy cannot be discontinued in most 
patients. Rituximab has been shown to be effective 
and safe in patients with HIV infection and chemo-
therapy-dependent, multicentric Castleman disease.

Casper C, Munshi N, Ke X, et al. A multicenter, ran-
domized, double-blind, placebo-controlled study 
of the efficacy and safety of siltuximab, an anti- 
interleukin-6 monoclonal antibody, in patients 
with multicentric Castleman’s disease. Blood. 
2013;122(21):505-505.

Siltuximab in combination with best supportive 
care was superior to best supportive care alone for 
patients with symptomatic multicentric Castleman dis-
ease and was well tolerated with prolonged exposure.

Frankel AE, Woo JH, Ahn C, et al. Activity of SL-401,  
a targeted therapy directed to theinterleukin-3  
receptor, in patients with blastic plasmacytoid den-
dritic cell neoplasm. Blood. 2014;124(3):385-392.

Researchers discovered that treatment with SL-401 
consisting of the catalytic and translocation domains 
of diphtheria toxin fused to interleukin 3 resulted in 
a high response rate among patients with blastic plas-
macytoid dendritic cell neoplasm.

Perkins SM, Shinohara ET. Interdigitating and fol-
licular dendritic cell sarcomas: a SEER analysis.  
Am J Clin Oncol. 2013;36(4):395-398.

These data demonstrate that most patients with lo-
calized disease are treated similar to soft-tissue sarcoma 
with primary surgical resection with or without radiation. 
No chemotherapy data were available in the Surveillance, 
Epidemiology, and End Results database. The roles of 
chemotherapy and radiation therapy remain unclear.

Parikh SA, Kapoor P, Letendre L, et al. Prognostic 
factors and outcomes of adults with hemophago-
cytic lymphohistiocytosis. Mayo Clin Proc. 2014; 
89(4):484-492. 

In this large series of adults with secondary he-
mophagocytic lymphohistiocytosis (HLH) treated at a 
single tertiary care center, patients with low levels of 
serum albumin and tumor-associated HLH had poor 
survival rates. HLH remains elusive and challenging to 
health care professionals who must maintain a high 
index of suspicion. The recent discovery of several  

novel diagnostic and therapeutic modalities may im-
prove outcomes of adult patients with HLH.

Rosado FG, Tang YW, Hasserjian RP, et al. Kikuchi- 
Fujimoto lymphadenitis: role of parvovirus B-19,  
Epstein-Barr virus, human herpesvirus 6, and human 
herpesvirus 8. Hum Pathol. 2013;44(2):255-259.

Molecular studies using paraffin-embedded archi-
val samples showed no evidence of a positive asso-
ciation between Kikuchi–Fujimoto disease and viral 
infections, including Epstein–Barr virus and human 
herpesviruses 6 and 8.

Badalian-Very G, Vergilio JA, Degar BA, et al. Re-
current BRAF mutations in Langerhans cell histio-
cytosis. Blood. 2010;116(11):1919-1923.

High prevalence, recurrent BRAF mutations in Langer-
hans cell histiocytosis indicate that it is a neoplastic disease 
that may respond to RAF pathway inhibitors.  

Gadner H, Minkov M, Grois N, et al. Therapy 
prolongation improves outcome in multisystem  
Langerhans cell histiocytosis. Blood. 2013;121(25): 
5006-5014. 

Reactivations of multisystem Langerhans cell his-
tiocytosis (MS-LCH) are reduced by prolonging initial 
chemotherapy. In addition, the previously high mor-
tality rates of children at high risk for MS-LCH have 
been reduced. 

Akkari V, Donadieu J, Piguet C, et al. Hematopoietic 
stem cell transplantation in patients with severe 
Langerhans cell histiocytosis and hematological 
dysfunction: experience of the French Langer-
hans Cell Study Group. Bone Marrow Transplant. 
2003;31(12):1097-1103.

The aim of this study was to assess the results of 
hematopoietic stem cell transplantation (HSCT) in re-
fractory Langerhans cell histiocytosis. The researchers 
concluded that HSCT for refractory Langerhans cell 
histiocytosis can be highly toxic but can also achieve 
sustained disease control. 

Jordan MB, Filipovich AH. Hematopoietic cell 
transplantation for hemophagocytic lymphohis-
tiocytosis: a journey of a thousand miles begins 
with a single (big) step. Bone Marrow Transplant. 
2008;42(7):433-437. 

In this review, the authors discuss recent progress 
in the use of hematopoietic stem cell transplantation 
in patients with hemophagocytic lymphohistiocytosis 
and potential future strategies, including the use of 
reduced intensity conditioning regimens.


