May/June 2022, Volume 7, Issue 3

CaseReport

CRCP.

Journal Homepage: http://crcp.tums.ac.ir

Sarcoidosis in Close Family Members and Susceptibility
to High Grade B-Cell Lymphoma: A Case Report Study

Hana Magroonit™, Nina Javadian'"”, Ghasem Farahmand!"™, sakineh Ranji-Burachaloo®

1. Department of Neurology, Iranian Center of Neurological Research, Imam Khomeini Hospital Complex, Tehran University

of Medical Sciences, Tehran, Iran.

2. Department of Neurology, Iranian Center of Neurological Research, Neuroscience Institute, Imam Khomeini Hospital Complex,
Tehran University of Medical Sciences, Tehran, Iran.

Use your device to scan
and read the article online

m Magrooni H, Javadian N, Farahmand Gh, Ranji-Burachaloo S. Sarcoidosis in Close Family Members and
E "E Susceptibility to High Grade B-Cell Lymphoma: A Case Report Study. Case Reports in Clinical Practice. 2022; 7(3):
o
117-119.

|
E m Case Report of Sarcoidosis and Lymphoma

ABSTRACT
. The presented case is an 81- year-old woman who had experienced episodes of facial
: twitching without loss of consciousness and flu like symptoms for a few weeks prior to
Article info: . her admission. examinations were unremarkable except for left 3rd nerve and right 6th

Received: 27 March 2022
Revised: 17 April 2022
Accepted: 10 May 2022

nerve palsy, right peripheral facial palsy and right -side hemiparesis. FH was positive for
sarcoidosis. neuroimaging were in favor of PCNSL.

. Sarcoidosis and malignancy maybe etiologically related in at least 25% of cases. Coexis-
Keywords: . tence of sarcoidosis and lymphoma have been reported previously. Our patient had two
Sarcoidosis; Primary CNS daughters with sarcoidosis and her chest CT scan showed multiple lymph nodes in medias-
lymphoma (Pensl); tinum. Unfortunately, due to the location and the technical restriction, biopsy of mediasti-
tymphoma nal lymph nodes was not performed for our patient and we could not differentiate whether
it was reactive, paraneoplastic or granulomatous. We present this case as concurrence of
lymphoma and sarcoidosis in a family, which could guide a new concern for the patient with
granulomatous infiltrative disease for early diagnosis and familial screening.

Case Presentation confusion which lead to her admission. Neurological
examinations were unremarkable except for left

he presented case is an 81- year-old 3 nerve and right 6™ nerve palsy, right peripheral
woman who had experienced episodes facial palsy and right-side hemiparesis. Family history

of facial twitching without loss of of the patient is remarkable for sarcoidosis in her
consciousness and flu like symptoms for two daughters. Initial brain CT scan showed diffuse
a few weeks prior to her admission. Her hyperdense lesions around lateral ventricles, 4"
symptoms deteriorated and progressed ventricle and brain stem with diffuse perivenrticular
to generalized weakness, diplopia and edema. MR imaging revealed subependymal
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Fig. 1. MRI shows subependymal infiltrative mass around the both lateral ventricles extending to pineal gland, pons and midbrain

with enhancement and restriction in favor of PCNSL

infiltrative mass around the both lateral ventricles
extending to pineal gland, pons and midbrain with
both enhancement and restriction which were in
favor of primary CNS lymphoma (Fig. 1).

Major lab findings include normal ESR and CRP, and

serum and CSF ACE. CSF analysis showed high protein
and LDH with normal glucose and pleocytosis. CSF
culture and PCR was only positive for EBV. Moreover,
flow cytometery of CSF was non-diagnostic. Chest CT
scan showed multiple lymph-nodes in mediastinal
region. Patient underwent stereotactic brain biopsy
and the findings were compatible with high grade
B-cell lymphoma.

Discussion

Sarcoidosis is reported to be associated with a
higher incidence of skin cancer, renal and non-
thyroid endocrine tumors, and lymphoproliferative
malignancies [1]. Sarcoidosis and malignancy may
be etiologically related in at least 25% of cases [2].
Coexistence of sarcoidosis and lymphoma have been
reported previously. Patients with sarcoidosis are up
to 5.5-11 times more likely to develop lymphoma
[3]. The different types of lymphoma reported to be
associated with sarcoidosis include Hodgkin’s disease,
B cell ymphoma and large granular lymphocyte T-cell
leukaemia [4].

Our patient had two daughters with sarcoidosis
and her chest CT scan showed multiple lymph nodes
in mediastinum. The aggregation of sarcoidosis
in families has been described since the early
20th century. Reported prevalence of familial co-
occurrence is 4.6 -16.1 % [5]. Some epidemiological

studies support the idea that positive family
history for immune disorders may be a genetically
predisposing factor for non-Hodgkin lymphoma,
although controversy exists [6].Besides, there is no
report of family history of sarcoidosis predisposing a
person to lymphoma [7].

One of the main proposed pathophysiological
mechanisms describing the relation of the two diseases
is the augmented immune inflammatory response in
tissues. Sarcoidosis results in increased mitotic activity
in lymphocytes, which in turn increases the likelihood
of mutations leading to malignant transformation [8].
NOD?2 is one of the candidate genes, which modulates
inflammatory cytokines productions like interleukin-6
(IL-6) and nuclear factor-kB (NF-kB). NOD 2 is found
to be connected to Balu-syndrome , a familial early-
onset form of sarcoidosis with high susceptibility to
neoplastic tumors in affected individuals [9].

There are several case reports about occurrence of
lymphoma in patients with sarcoidosis. Casares et al.
described a woman who developed diplopia 5 years
after initial diagnosis of sarcoidosis. MR imaging
depicted a mass in the right intraconal space and
biopsy confirmed a large B-cell lymphoma [10]. Pandey
et al. presented a known case of sarcoidosis with
newly developed brain lesion and biopsy confirmed
the diagnosed of a large B-cell ymphoma and Epstein
Barr Virus (EBV) was positive in the brain tissue [11].
Whooley et al. presented a 70-year-old male with an
advanced-stage large B-cell lymphoma. Follow up
CT-PET showed diffuse hypermetabolic adenopathy.
The patient underwent a trans-bronchial biopsy
which revealed multiple non-necrotizing granulomas,
favoring sarcoidosis [12]. Unfortunately, due to the
location and the technical restriction, biopsy of
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mediastinal lymph nodes was not performed for our
patient and we could not differentiate whether it was
reactive, paraneoplastic or granulomatous.

We present this case as concurrence of lymphoma
and sarcoidosis in a family, which could guide a new
concern for the patient with granulomatous infiltrative
disease for early diagnosis and familial screening.
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