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CASO CLINICO- PATOLOGICO

« Mujer de 50 afios que desarrolla una clinica de 7 meses de evolucion de
insuficiencia respiratoria nasal, dolor e hipoacusia con sensacibn de taponamiento
de oido derecho.

EF. Adenopatias cervicales bilaterales y bultoma submandibular derecho no
dolorosos.

« TAC: Adenopatia yugulodigastrica D, submandibular | y retrofaringeas D con
imagenes sugestivas de necrosis y captacion en anillo.

Tumor en nasofaringe que afecta a rodete tubarico D

Con la sospecha clinica de proceso linfoproliferativo se realiza biopsia de cavum.
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DAP: Mucosa tubarica con infiltrado inflamatorio
inespecifico, de probable naturaleza reactiva.
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DAP: Ganglio linfatico con Enfermedad de Rosai- Dorfman.







Sinus Histiocytosis
ith Massive Lymphadenopathy

Newly Mecspnized Beowde g Clinkeopmthelagical Eoaiis
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Foucar E, Rosai J, Dorfman R. Sinus histicytosis with massive lymhadenopathy
(Rosai- Dorfman disease). Review of the entity. Semin Diagn Pathol 1990, 7: 19.

ERD ganglionar- ERD extraganglionar

ERD en Cabeza y Cuello.

Wenig Bm, Abbondanzo SL, Childers EL, Kapadia SB, Heffner DR. Extranodal
sinus histiocytosis with massive lymphadenopathy (Rosai- Dorfman disease) of the
head and neck. Hum Pathol 1993; 24: 483.




ERD en Cabeza y Cuello. DIAGNOSTICO DIFERENCIAL:

-Infecciones flngicas

-Rinoescleroma (células de Mikulicz)
-Sifilis secundaria

-Lepra

-Granulomatosis de Wegener
-Plasmocitosis de Membranas Mucosas
-Linfoma T/NK extranodal de tipo nasal.
-Linfoma de Hodgkin

-Histiocitosis de células de Langerhans




Extranodal Sinus Histiocytosis With Massive
Lymphadenopathy (Rosai-Dorfman Disease)
of the Head and Neck

BRUCE M. WENIS, MO, SUSAM ABBOMZAMTIC, MDD

ESTHER | CHILDERS, DDS, SILOGC B. KAPADIA, MD,
AND DEMMNIS R, HEFENER, MD

HURMAN PATHOLDGY Volume 24, No. & (May 1993

Foucar E, Rosai J, Dorfman R. Sinus
histiocytosis  with massive lymhadenopathy
(Rosai Dorfman disease). Review of the entity.
Semin Diagn Pathol 1990, 7: 19.
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Sinus Histiocviosis of Pelvic Lymph Nodes
after Hip Replacement

A Histioeytic Proliferution Induced by -

Cobhali-Chromiom ond Titandem

Joope Albores-Suavedra, sa.0,, Fronk Vorch, sen
Ruby D ¥, M1, Elizabeih Wiley, son:, and
Herberi Hagler, pi,n
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lymphadenopathy-like changes. Histopathology 1991; 19: 221.

Lu D, Estalilla OC, Manning JT, Medeiros LJ. Sinus histiocytosis with massive
lymphadenopathy and malignant lymphoma involving the same lymph node: a report of
four cases and review of the literature. Mod Pathol 2000; 13: 414.
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Rosai J. Rosal- Dorfman disease (sinus histiocytosis with massive lymphadenopathy) in
Rosai and Ackerman’s Surgical Pathology. Ninth Ed. Mosby 2004, volume 2: 1911.

Maric |, Pittaluga MD, Dale JK, et al. Histologic features of Sinus Histiocytosis with Massive
Lymphadenopathy in patients with Autoimmune Lymphoproliferative Syndrome. Am J Surg
Pathol 2005; 7: 903.

Middel P, Hemmerlein B, Fayyazi A, Kaboth U, Radzun HJ. Sinus histicytosis with massive
lymphadenopathy: evidence for its relationship to macrophages and for a cytokine-related
disorder. Histopathology 2000; 35: 525.




Histologic Features of Sinus Histiocytosis With Massive
'mphadenopathy in Patients With Autoimmune
Lymphoproliferative Syndrome
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Treatment of Sinus Histiocytosis With Massive
Lymphadenopathy (Rosai-Dorfman Disease):
Report of a Case and Literature Review

Alessandro Pulsoni.” Gabriel Anghel, Paolo Falcucci, Roberta Matera, Edoardo Pescarmona,
Michela Ribersani, Nicoletta Villiva', and Franco Mandelli
Department of Cellular Bictechnology and Hematology, "La Sapienza” University, Rome, ltaly




TABLE |. Review of Patients With SHML That Did Not Require Chemotherapy, Radiation, or Surgery

Year Author No of patients I'meatment Response”

1972 Rowsat [1] 1% Sterotds Hantibiotics- 15 heulthy, 3 PD
+ tubercolostatics
1976 Lampert [ 5] d No therapy or steroids 6 CR, | PD, | death
[ 98T Micttinen [6] 3 2 No therupy 1 steroids JCR
1989 Layfield [7] No therapy I CR
1984 McAlister |8] Steroids SCR
[ G492 Phitipp [9] No therapy 1 CR
1542 Chu [10] Steronds 1 PD, 1PR, 1 CR
1993 Shaver |11] Steroids CR

YR =complete remission; PD= persisting diseuse; PR = partial remission

TABLE Il. Review of Patients With SHML That Required Chemotherapy, Radiotherapy, Surgical Debulking, or Interferon

Year Author No of patients Treatment™ Respon se”

1972 Rosai [1] { 4 Chemotherapy, 4 Radiation 3 PD, 1 death, 2 CR, 2 PD

1978 Nawroz [12] Surgery Healthy

1989 MeAlister [8] ) 1 Radiation +steroids, 1 VCR then 1 healthy, 1 CR (to MTX and
CHLB then MTX and 6-MP 6-MP)

1992 Baildam [13] Acyclovir CR

1992 Zapdanska [14] Cyclophosphamide + steroids PR (subsequent death for

infection)

1992 Chu [10] ) 1 Surpery, 1 Chlorambueil Unknown, PD

1992 Paulh [15] Radiation PD

1992 Afzal [16] Surpery Healthy

1993 Wemg [17] : 5 Surgery, 7 Surgery + steroids 5 CR, 1 death, 1 CR, 3 PD),
+ radiation 2 unknown

1993 Perrin [18] Cyclophosphamide PD

1994 Levine [19] Surgery + radiation Healthy

1994 Foucar [20] 7 3 Radiation, 4 Chemotherapy 3 death, 4 death

1996 Lohr [4] Interferon CR

1996 HornefT [3] VP-16 then MTX + 6-MP CR toe MTX + 6-MP

*VCR = vincnisting; CHLB = chlorambual; MTX = methotrexate; 6-MP = &-mercaptopurine.

bpD = persisting disease; CR = complete remission; PR = partial remission.




TABLE Ill. Summary of Results of Different Therapeutic Approaches in Patients With SHML That Required a More Intensive
Treatment*

Mo of patients CR PD PR Death Unknown

Chemotherapy (CT) 12 2(16.6%) (41.7%) (41.7%)
Surgery ¥ (BEE%) -

Radiation (Rx) 3(333%) 3(33.3%) 3(33.3%)
Surgery + Rx 1 - -
Surgery + Rx + CT 1 (14%) 3 (43%) (14%%)
Interferon 1 - -
Acyclovir 1
Total 40 1

7 (42.5%) 11 (27.5%) 9 (22.5%)

'CR = complete response; PD = persisting disease; PR = partial remission.

Sinus histiocytosis with massive lymphadenopathy (SHML) is a rare disorder of unknown
etiology. usually associated with lymph node enlargement in various superficial or deep
sites. It usually shows a prolonged clinical course with occasional exacerbation and
remission phases. We describe the long-term follow-up of a case of SHML that showed
typical clinical features and in which various therapeutic strategies were attempted.
Chemotherapy and a-interferon (IFN) were ineffective; surgery was ultimately required
with satisfactory results. From an extensive literature review we found different treatment
strategies in SHML in the 80 cases published between 1969 and 2000. Spontaneous
resolution of adenopathies is frequently observed: 32 out of 40 cases which did not
receive chemotherapy, radiotherapy, or surgery were healthy at the time of publication.
Radiotherapy alone showed conflicting results: 3 complete remissions (CR) were ob-
tained in the 9 patients treated. Surgical debulking when required was effective—8/9
CR—uwhile chemotherapy showed generally negative results. IFN has been previously
employed in only one case. In conclusion, clinical observation without treatment is ad-
visable when possible. In the presence of vital organ compression and/or extranodal
localization with important clinical signs, surgical debulking may be necessary. Radio-
therapy has shown limited efficacy, while chemotherapy is in general ineffective. More
experience is needed to evaluate the role of IFN. Am. J. Hematol. 69:67-71, 2002,
@ 2002 Wiley-Liss, Inc.

Key words: Rosai-Dorfman disease; sinus histiocytosis; lymphadenopathy; chemother-
apy; surgery
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