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Abstract

Rosai-Dorfman disease (RDD) is a rare disorder marked by painless, massive lymph node enlargement, typically affecting
cervical nodes. We report a case of a 46-year-old male with RDD diagnosed after inguinal swelling and surgical excision. Despite
its rarity in this location, histopathological examination confirmed the diagnosis, highlighting RDD’s varied presentation. Further
research is needed to understand its mechanisms and enhance treatment options.
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Introduction

Rossi-Dorfman disease, also known as Sinus Histiocytosis
with Massive Lymphadenopathy (SHML), is a rare and enigmatic
non-malignant histiocytic disorder characterized by painless,
massive lymphadenopathy, often involving cervical nodes.
Herein, we present the remarkable case of a 46-year-old male who
presented with a yearlong history of inguinal swelling, prompting
surgical excision. Following histopathological examination, an
unexpected diagnosis of Rossi-Dorfman disease was discovered,
which is rare in this anatomical location. Here, we provide a
detailed account of the clinical presentation, diagnostic workup,
and therapeutic management of this unique case.

Case Report

A 46-year-old male, who was not known to have any
past medical illness or surgical history, presented with a 1-year
history of progressive left inguinal swelling without any signs of
an inflammatory process, at presentation, or the period prior to
that. He denied any history of weight loss, appetite loss, or night
sweats. There was no family or personal history of malignancy. On
physical examination, the patient generally appeared well. There
was a left inguinal round non-tender swelling approximately 5 x
3 cm, firm, and fixed. No overlying skin changes were observed.
Blood laboratory results were unremarkable. An excisional biopsy
was performed. Microscopic examination revealed lymphoid tissue
and distended sinuses containing histiocytes (Figure 1). There is
a polymorphous population of lymphocytes along with abundant
plasma cells. There was no evidence of granuloma or malignancy.
The patient was doing well upon follow-up in an outpatient clinic.
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Figure 1: Lymphoid tissue and distended sinuses containing
histiocytes.

Discussion

RDD is a rare disease with a prevalence of 1:200,000 and an
estimated 100 new cases per year in the United States [1]. Although
it has been reported up to the age of 74 years, it is more frequently
observed in children and young adults (mean age, 20.6 years) [2].
RDD is more prevalent in people of African descent, whereas skin
lesions are more prevalent in people of Asian descent [3].

According to the Histiocyte Society’s classification system,
the first cases of RDD are now regarded as the classic form of the
disease: massive bilateral cervical lymphadenopathy accompanied
by fever and leukocytosis, mostly affecting children and young
adults, and frequently affecting African and male patients [4].
Nasal obstruction, epistaxis, and neck masses were the most typical
presenting symptoms. Additionally, reported symptoms included
vision loss, proptosis, eye tearing, hoarseness, and hyposmia [5-
7]. RDD most frequently manifests as cervical lymphadenopathy.
The head and neck, intracranium, bone, heart, skin, parotid gland,
periodontium, orbit, thyroid, breast, and paranasal sinuses are
just a few of the locations where extranodal involvement has
been documented [8—10]. Although the inguinal, mediastinal, and
axillary lymph nodes may also be involved, it is uncommon for
RDD to localize to the retroperitoneal nodes [11].

Furthermore, it has been reported that RDD can manifest
itself as unilateral inguinal adenopathy [12]. Nevertheless,
lymphadenopathy can manifest in the inguinal, axillary,
mediastinal, and other lymph nodes [13]. Lymph node involvement
is usually bilateral and painless. Extranodal RDD is responsible
for 25-40% of all cases [14,15]. RDD is classified as sporadic,
familial, or cutaneous. The most prevalent type of RDD is sporadic
RDD, which encompasses the typical nodal form, extranodal

RDD, neoplasia-associated RDD, and immunological disease-
associated RDD [4]. Classic RDD manifests as enormous bilateral
painless cervical lymphadenopathy with fever, weight loss, and
night sweats [16,17]. A study by Al-Maghrabi reported 17 patients
diagnosed with RDD in Saudi Arabia in English literature. The
study also reported distinctive features of RDD, including diverse
histiocytic proliferation and pathognomonic emperipolesis,
characterized by the presence of lymphocytes, plasma cells, and
red blood cells enclosed within vacuoles in the cytoplasm of
numerous histiocytes [18].

However, the underlying causes and mechanisms of RDD
remain poorly understood. RDD can be hereditary or acquired
through an infection. It has been proposed that this is the outcome
of an immunological response to an infectious pathogen or an
abnormal macrophage response to cytokines [19]. Although a
direct connection has not been established, studies have linked
RDD to viral infections, such as herpes viruses, Epstein-Barr virus,
cytomegalovirus, and HIV [20]. RDD has also been associated
with rheumatic conditions and malignancies [6].

Rosai-Dorfman disease is characterized by an increase in
IgG4-positive plasma cells [15]. RDD is primarily diagnosed
histologically based on the presence of proliferating foamy
histiocytes with round vesicular nuclei and abundant pale
cytoplasm. Lymphocytophagocytosis and emperipolesis are
indicative of disease pathology [13]. Foucar, et al. documented
a clinical trajectory characterized by stable disease in 54%,
spontaneous regression in 21%, and progressive disease in only
1% of patients [13].

Although the best treatment is still being debated, surgical
resection is generally curative. The prognosis is good with only
a small chance of recurrence [18]. Steroids are the first-line
therapeutic choice for individuals with RDD who require systemic
treatment because they generate responses in both classical RDD
and extranodal illness; however, the reliability and durability of
these responses are unclear [14].

Conclusion

In conclusion, Rosai-Dorfman disease (RDD) is a rare
and intriguing histiocytic disorder. Furthermore, RDD’s clinical
diversity extends to its rare manifestation as unilateral inguinal
adenopathy, which can be encountered alongside lymphadenopathy
in other regions. The underlying causes and mechanisms of RDD
remain unclear, with suggested associations with viral infections,
immunological responses, and various systemic conditions.
Surgical resection is often curative for RDD, with a favorable
prognosis and a low risk of recurrence. Steroids are the first-line
therapeutic choice in cases requiring systemic treatment; however,
the long-term effectiveness of such treatments remains uncertain.
Further research and a comprehensive understanding of RDD’s
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etiology, pathogenesis, and treatment approaches of RDD are
essential to enhance the management and outcomes of individuals
affected by this rare and enigmatic disease.

Acknowledgments: The authors have received no assistance or
funding for this paper and declare no conflicts of interest.

References

1.

Mahzoni P, Zavareh MHT, Bagheri M, Hani N, Moqtader B (2012)
Intracranial ROSAI-DORFMAN Disease. J Res Med Sci Off J Isfahan
Univ Med Sci. 17:304-7.

Kutlubay Z, Bairamov O, Sevim A, Demirkesen C, Mat MC (2014)
Rosai-Dorfmandisease: a case report with nodal and cutaneous
involvement and review of the literature. Am J Dermatopathol. 36:353-
7.

Abla O, Jacobsen E, Picarsic J, Krenova Z, Jaffe R, et al. (2018)

Consensus recommendations for the diagnosis and clinical
management of Rosai-Dorfman-Destombes disease. Blood.
131:2877-90.

Emile J-F, Abla O, Fraitag S, Horne A, Haroche J, et al. (2016) Revised
classification of histiocytosesand neoplasms of the macrophage-
dendritic cell lineages. Blood 127:2672-81.

Pinto DCG, Vidigal T de A, Castro B de, Santos BH dos, ousa NJA de
(2008) Rosai-Dorfman disease in the differential diagnosis of cervical
lymphadenopathy. Braz J Otorhinolaryngol 74:632-5.

El-Banhawy OA, Farahat HG, El-Desoky | (2005) Facial asymmetry
with nasal and orbital involvement in a case of sinus histiocytosis with
massive lymphadenopathy (Rosai-Dorfman disease). Int J Pediatr
Otorhinolaryngol 69:1141-5.

Belcadhi M, Bellakhdhar M, Sriha B, Bouzouita K (2010) Rosai-
Dorfman disease of the nasal cavities: A CO (2) laser excision. Am J
Rhinol Allergy. 24:91-3.

Kaltman JM, Best SP, McClure SA (2011) Sinus histiocytosis with
massive lymphadenopathy Rosai-Dorfman disease: a unique case
presentation. Oral SurgOral Med Oral Pathol Oral Radiol Endod. 112:
e124-126.

10.

1.

12.

13.

14.

15.

16.

17.

18.

19.

20.

llie M, Guevara N, Castillo L, Hofman P (2010) Polypoid intranasal
mass caused by Rosai-Dorfman disease: a diagnostic pitfall. J
Laryngol Otol 124:345-8.

Azari-Yaam A, Abdolsalehi MR, Vasei M, Safavi M, Mehdizadeh
M (2020) Rosai-Dorfman Disease: A Rare Clinicopathological
Presentation and Review of the Literature. Head Neck Pathol 15:352-
60.

Doglioni C (2021) Rosai-Dorfman disease. A legacy of Professor
Rosai that is still not exploited completely. Pathologica 113:388-95.

Pilania RK, Gupta A, Ariba Z, Vignesh P (2019) Unilateral inguinal
lymphadenopathy in a 6-year-old girl: An unusual presentation of
Rosai-Dorfmandisease. Pediatr Hematol Oncol J. 4:94-6.

Foucar E, Rosai J, Dorfman R (1990) Sinus histiocytosis with massive
lymphadenopathy (Rosai-Dorfman disease): review of the entity.
Semin DiagnPathol 7:19-73.

Dalia S, Sagatys E, Sokol L, Kubal T (2014) Rosai-Dorfman disease:
tumor biology, clinical features, pathology, and treatment. Cancer
Control J Moffitt Cancer Cent 21:322—-7.

Bruce-Brand C, Schneider JW, Schubert P (2020) Rosai-Dorfman
disease: an overview. J Clin Pathol. 73:697-705.

Rosai J, Dorfman RF (1969) Sinus histiocytosis with massive
lymphadenopathy. A newly recognized benign clinicopathological
entity. Arch Pathol 87:63-70.

Destombes P, Destombes M, Martin L (1972) [Pseudotumoral lymph
node lipidichistiocytosis. Further case in a young Martinique woman].
Bull Soc Pathol ExotFiliales 65:481-8.

Al-Maghrabi JA (2022) Rosai-Dorfman disease: A pathological
experience from 2tertiary care hospitals in Western Saudi Arabia.
Saudi Med J. 43:341-7.

Warpe BM, More SV (2014) Rosai-Dorfman disease: A rare clinico-
pathological presentation. Australas Med J. 7:68-72.

Delacrétaz F, Meugé-Moraw C, Anwar D, Borisch B, Chave JP (1991)
Sinus histiocytosis with massive lymphadenopathy (Rosai Dorfman
disease) in an HIV-positive patient. Virchows Arch a Pathol Anat
Histopathol 419:251-4.

3

Ann Case Rep, an open access journal
ISSN: 2574-7754

Volume 09; Issue 02


https://pubmed.ncbi.nlm.nih.gov/23267385/
https://pubmed.ncbi.nlm.nih.gov/23267385/
https://pubmed.ncbi.nlm.nih.gov/23267385/
https://pubmed.ncbi.nlm.nih.gov/23863552/
https://pubmed.ncbi.nlm.nih.gov/23863552/
https://pubmed.ncbi.nlm.nih.gov/23863552/
https://pubmed.ncbi.nlm.nih.gov/23863552/
https://pubmed.ncbi.nlm.nih.gov/29720485/
https://pubmed.ncbi.nlm.nih.gov/29720485/
https://pubmed.ncbi.nlm.nih.gov/29720485/
https://pubmed.ncbi.nlm.nih.gov/29720485/
https://ashpublications.org/blood/article/127/22/2672/35156/Revised-classification-of-histiocytoses-and
https://ashpublications.org/blood/article/127/22/2672/35156/Revised-classification-of-histiocytoses-and
https://ashpublications.org/blood/article/127/22/2672/35156/Revised-classification-of-histiocytoses-and
https://pubmed.ncbi.nlm.nih.gov/18852995/
https://pubmed.ncbi.nlm.nih.gov/18852995/
https://pubmed.ncbi.nlm.nih.gov/18852995/
https://pubmed.ncbi.nlm.nih.gov/16005357/#:~:text=Sinus histiocytosis with massive lymphadenopathy or %22Rosai%2DDorfman%22s,and orbital manifestation is reported.
https://pubmed.ncbi.nlm.nih.gov/16005357/#:~:text=Sinus histiocytosis with massive lymphadenopathy or %22Rosai%2DDorfman%22s,and orbital manifestation is reported.
https://pubmed.ncbi.nlm.nih.gov/16005357/#:~:text=Sinus histiocytosis with massive lymphadenopathy or %22Rosai%2DDorfman%22s,and orbital manifestation is reported.
https://pubmed.ncbi.nlm.nih.gov/16005357/#:~:text=Sinus histiocytosis with massive lymphadenopathy or %22Rosai%2DDorfman%22s,and orbital manifestation is reported.
https://pubmed.ncbi.nlm.nih.gov/20109334/
https://pubmed.ncbi.nlm.nih.gov/20109334/
https://pubmed.ncbi.nlm.nih.gov/20109334/
https://pubmed.ncbi.nlm.nih.gov/21906971/
https://pubmed.ncbi.nlm.nih.gov/21906971/
https://pubmed.ncbi.nlm.nih.gov/21906971/
https://pubmed.ncbi.nlm.nih.gov/21906971/
https://pubmed.ncbi.nlm.nih.gov/19646302/
https://pubmed.ncbi.nlm.nih.gov/19646302/
https://pubmed.ncbi.nlm.nih.gov/19646302/
https://pubmed.ncbi.nlm.nih.gov/32504287/
https://pubmed.ncbi.nlm.nih.gov/32504287/
https://pubmed.ncbi.nlm.nih.gov/32504287/
https://pubmed.ncbi.nlm.nih.gov/32504287/
https://pubmed.ncbi.nlm.nih.gov/34837097/
https://pubmed.ncbi.nlm.nih.gov/34837097/
https://pubmed.ncbi.nlm.nih.gov/2180012/
https://pubmed.ncbi.nlm.nih.gov/2180012/
https://pubmed.ncbi.nlm.nih.gov/2180012/
https://pubmed.ncbi.nlm.nih.gov/25310213/
https://pubmed.ncbi.nlm.nih.gov/25310213/
https://pubmed.ncbi.nlm.nih.gov/25310213/
https://pubmed.ncbi.nlm.nih.gov/32591351/
https://pubmed.ncbi.nlm.nih.gov/32591351/
https://pubmed.ncbi.nlm.nih.gov/5782438/
https://pubmed.ncbi.nlm.nih.gov/5782438/
https://pubmed.ncbi.nlm.nih.gov/5782438/
https://pubmed.ncbi.nlm.nih.gov/4678943/
https://pubmed.ncbi.nlm.nih.gov/4678943/
https://pubmed.ncbi.nlm.nih.gov/4678943/
https://pubmed.ncbi.nlm.nih.gov/35414611/
https://pubmed.ncbi.nlm.nih.gov/35414611/
https://pubmed.ncbi.nlm.nih.gov/35414611/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3941579/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3941579/
https://pubmed.ncbi.nlm.nih.gov/1926767/
https://pubmed.ncbi.nlm.nih.gov/1926767/
https://pubmed.ncbi.nlm.nih.gov/1926767/
https://pubmed.ncbi.nlm.nih.gov/1926767/

