MEDIASTINAL LYMPHADENOPATHY




i~ 2Ol

y

- D

_.) ‘
)r"

o
45 year old male, farmer by occupation, non - smoker >y

H/O fever for 10 months, high grade , intermittent
nature, with no diurnal variation.

H/O weight loss 4 kg over 8 months

There i1s no H/O cough, hemoptysis, wheeze, chest pain.
Patient was initially evaluated outside.



 CT scan showed multiple enlarged homogenou |
discrete lymph nodes in pre tracheal,bilateral para
tracheal , aorto pulmonary and subcarinal region.



» TUBERCULOSIS

» SARCOIDOSIS

» LYMPHOMA

» METASTASIS FROM A PRIMARY TUMOUR.



» He had been given empirical anti tubercular treatment’for
3 months, but fever was not subsiding.

* Hence he was advised to undergo biopsy of the lymph
node.
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ACE - 54.3 SERUM CALCIUM 9.27

PT-17.3 FERRITIN 1322
INR 1.45
TOTAL PROTEIN - 7.96 Hb -9

ALBUMIN - 3.34
GLOBULIN - 4.62

bil - 1.04 iron 16
SGOT/SGPT = 16/26 TIBC - 181



Patient underwent biopsy under FFP cover.










Patient came to us for further opinion.
O/E patient was hemodynamically stable.
No constitutional symptoms.

Repeat cbc shows hb 8.6 , total count 6500, platelet 478.

morphology - few tear drop cells, few fragmented rbc,
anisocytosis, microcytosis, hypochromia.
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* We planned for EBUS-TBNA.
* His PT- INR was 29 and 2.3.

 Hence after correction with vitamin K, ebus-tbna from
subcarinal lymph node taken under FFP cover.



EMPERIPOLESIS
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* Emperipolesis is an uncommon biological process, in-®
which a cell penetrates another living cell. Unlike In

phagocytosis where the engulfed cell is killed by

lysosomal enzymes of the macrophage, the cell exists as
viable cell within another in emperipolesis and can exit at
any time without any structural or functional abnormalities

for either of them.
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« Patient was given Prednisolone 40 mg , Thalidomide 100 . »
mg .
* There is significant symptom improvement, with no fever

after steroids.
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* Rosai-Dorfman disease is a rare disorder characterized by overproductlorfv -
(proliferation) and accumulation of a specific type of white blood cell
(histiocyte) in the lymph nodes of the body (lymphadenopathy), most often

those of the neck (cervical lymphadenopathy).

* In some cases, abnormal accumulation of histiocytes may occur in other
areas of the body besides the lymph nodes (extranodal).

« These areas include the skin, central nervous system, kidney, and digestive
tract.



* The symptoms and physical findings associated with Rosai-
Dorfman disease vary depending upon the specific areas of the
body that are affected.

« Symptoms of Rosal-Dorfman disease develop due to the
overproduction and accumulation of histiocytes in the channels
(sinuses) that allow for the passage of lymph (sinus histiocytosis).

* The disorder predominantly affects children, adolescents or young
adults. The exact cause of Rosai-Dorfman disease is unknown.



* |solated mediastinal lymphnodes also should be
evaluated and whenever possible , get tissue biopsy done
as there can be rare possibility like Rosal Dorfman
disease, Castleman's disease.



Respiratory Medicine (2010) 104, 1344—1349

available at www.sciencedirect.com
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KEYWORDS Summary
Rosai—Dorfman disease; Introduction: Rosai—Dorfman Disease (RDD), also known as Sinus Histiocytosis with Massive
Interstitial lung disease; Lymphadenopathy (SHML), is a rare monocyte/macrophage proliferative disorder of varied bio-
Histiocyte; logical behavior. Although cutaneous and lymph node involvement are relatively well-
Lymphadenopathy; described, intrathoracic manifestations of RDD have only occasionally been reported.
Macrophage; Methods: We conducted a retrospective computer-assisted search of the Mayo Clinic record
Chest CT from 1976 to 2005 for patients with histopathologic evidence of RDD on organ biopsy. Clinical

characteristics were abstracted from charts and thoracic manifestations recorded. Survival
was estimated using the national social security database.

Results: A total of 21 patients were diagnosed with RDD over a period of 30 years; 9 had intra-
thoracic manifestations (43%). Main pulmonary symptoms included dyspnea and cough. Age at
the time of diagnosis, gender, race, smoking history, mortality and time of survival after diag-
nosis were no different between RDD patients with and without intrathoracic manifestations.
The most common radiographic thoracic manifestation was mediastinal lymphadenopathy
(6 patients). Cystic change, interstitial lung disease, and airway disease were radiographically
evident in 4 patients. Seven patients were treated at some point in the course of their disease,
most commonly with oral corticosteroids. At the time of last follow-up 87% were alive, with
a median (IQR) time interval since diagnosis of 8 years (4=9.7).

Conclusions: Intrathoracic manifestations of RDD are relatively common and include medias-
tinal lymphadenopathy, airway disease, pleural effusion, cystic and interstitial lung disease.
Although limited in size, this series suggests the prognosis of patients with RDD and intratho-
racic manifestations is relatively good.

© 2010 Elsevier Ltd. All rights reserved.




The most common presenting symptom in the vast majority
of patients is painless cervical lymphadenopathy.' "2
Cutaneous manifestations are reported to occur in about
10% of patients, and generally consist of asymptomatic
xanthoma-like, yellowish or reddish-brown papules, nodules
and plaques which may ulcerate.®'® Respiratory tract
involvement has been described in less than 3% of the cases in
a large review of 423 registry patients and carries a worse
prognosis.® Pulmonary parenchymal involvement has also
been reported in a case report.’? In the current series, we
describe intrathoracic manifestations in 9 out of 21 RDD
patients; in 5 patients the intrathoracic involvement was
determined based on the presence of mediastinal lymph-
adenopathy which could not be explained by alternative
etiologies, and was associated with confirmatory biopsies of
other sites, predominantly enlarged cervical nodes and skin.
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