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ABSTRACT

Patients presented with soft tissue lesions without any B symptoms can be a
case of Primary extranodal Non- non-Hodgkins lymphoma. According to the
World Health Organization classification system, there are two types of
Lymphoma with various sub-types of Hodgkins Lymphoma and Non-Hodgkin
Lymphoma are classified to assess the disease burden Progression and
metastasis Imaging modalities are helpful. Commonest site involvement in
Non-Hodgkin Lymphoma in the gastrointestinal tract (44%) followed by Head
and Neck and may Involve bone (8%) and Central Nervous System 5%. Diffuse
large B-Cell Lymphoma is the most common subtype representing 30%-35%
of all Non-Hodgkin Lymphoma Cases. Oral and Para oral sites were involved
in 2.5% of the cases. A 27-year-old Male noticed a swelling in the flank which
was progressively Increasing in size one year back later it was associated with
pain which reduced mobility and pain was increased during walking. Due to
the advancement of diagnostic techniques, it is easy to get the radiological
picture and correlation with clinical presentation and pathological reports, but
these facilities are not available at various centers. Usually, patients are present
in very advanced stages because of a lack of awareness about the disease, and
how to proceed for diagnosis and treatment resulting in poor outcomes for
these patients. This presentation and clinical funding are rare in the case of
Lymphoma. This case report allows us to think of another diagnosis rather than
usual.
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Introduction

According to World Health Organization
classification system there are two types of
Lymphoma with various sub-types Hodgkin
Lymphoma and Non-Hodgkin Lymphoma. Both
types of Lymphoma present with different clinical
features, and they are helpful in the
determination of these two types and subtypes.
To assess the disease burden, Progression, and
metastasis imaging modalities are helpful.
Burkitt's Lymphoma diffuse large B-Cell
Lymphoma (DLBCL) and Natural Killer NK/T Cell
Lymphoma are aggressive types of Lymphoma
and they show destructive patterns of the
disease.1 Non-Hodgkin Lymphoma is usually
present as extra nodal disease (10%-20%)
Commonest site involvement in Non-Hodgkin
Lymphoma in the gastrointestinal tract (44%)
followed by Head and Neck and may Involve
bone (8%) and Central Nervous System 5%. 2
Diffuse large B-Cell Lymphoma is the most
common subtype representing 30%-35% of all
Non-Hodgkin Lymphoma Cases. 3 Oral and Para
oral sites were involved in 2.5% of the cases. 4
Primary extranodal lymphoma is defined as the
primary involvement of Non-Hodgkin Lymphoma
in any extra nodal tissue or organs. Only a few
case reports are available in literature 2,3,4 only
0.5% of extra nodal lymphomas constitute to
primary skeletal lymphoma usually found B-Cell
or Non- Hodgkin Lymphoma. Clinical features
may mimic soft tissue sarcoma or other
sarcomas.

Aim and Objective

The aim of this study is to detect an unusual
presentation of primary extra nodal Non- non-
Hodgkin lymphoma. The primary objective of
this case study is to find patients with soft tissue
lesions without any B symptoms, which can be a
case of primary extra nodal Non-Hodgkin
Lymphoma.

Case Report

A 27-year-old Male noticed a swelling in the flank
which was progressively Increasing in size one
year back, later it was associated with pain which
reduced mobility and pain was increasing during
walking. There was no history of fever, weight
loss, or sweats. He consulted to local doctor and
started symptomatic treatment. FNAC done on
the same side showed necrotizing Lymphadenitis
and reactive Lymphadenitis. He presented in our
department where he was suggested for an

Ultrasound biopsy which revealed Non- Hodgkin
Lymphoma. The immunohistochemistry report
showed CD 45, CD10, CD 20 Positive and the
diagnosis was confirmed as Non-Hodgkin
Lymphoma. USG's whole report shows Multiple
well-defined variable-size hypoechoic nodular
lesions in Bilateral Renal Parenchyma. The largest
~ 2.6x2.1cm? on the (R) node at the upper rate
and 2.6x4.7cm? in (L) Kidney at the lower rate.
Localized collection=20 cc within internal
septation in the perihepatic region. Trace ascites
present a necrotic parotid lymph node of 4.6x4.4
cm2 is noted.

Positron Emission Tomography Scan
Report

w WRSABAN TABAY HYM
T P
wAE H'!

LA 8L

,..6"

lll : rﬂ W,

Figure 2 Section of CT scan showing tumor size.

MAGNETIC RESONANCE IMAGING BRAIN AND
SPINE

e Varying degree of Dural thickening and
enhancement is seen overlying both cerebral
hemispheres, predominantly overlying the
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parietal lobe and along the posterior fax. The
lesion in the posterior falx is
compressing/invading the posterior aspect of the
superior sagittal sinuses.

e large soft tissue component is seen
superolateral quadrant of both orbits involving
lacrimal glands as well.

e Altered signal intensity of lateral walls of both
orbits are seen.

e Soft tissue component is also seen in the
periorbital region and superficial subcutaneous
tissue of the scalp overlying the left parietal
region.

e Both cerebral hemispheres are normal in
morphology and signal intensity on all pulse
sequences.

e Altered marrow signal intensity lesion is seen
involving the left iliac bone with large associated
soft tissue mass measuring ~ 13.5 x 11.6 x7.4 cm
sized seen involving the gluteus muscle as well
as left ileo psoas muscle. There is an extension
until the anterior aspect of the left sacroiliac joint.
The lesion is hypointense on T1 and
hyperintense on T2 Short Tau Inversion Recovery
(STIR) and post-contrast showing moderate
heterogeneous enhancement. The soft tissue
thickening shows loss of fat plane with femoral
and external iliac vessels however flow voids are
maintained.

e Altered marrow signal intensity lesion with
patchy enhancement in the left sacral ala around
bilateral hip joints, proximal femurs, bilateral
acetabulum, and right iliac bone. On STIR images
patchy hyperintensity is also seen in a few lumbar
vertebrae.

¢ Mild patchy enhancement is seen in the Cranio
Vertebral Junction (CVJ).

e Multiple enlarged lymph nodes are seen on left
side of the neck

e Multiple enlarged pre/paraaortic/aortocaval
lymph nodes are seen.

]_ T ‘ ) i }
Figure 4 Section of CT scan showing tumor size.

FLUORODEOXYGLUCOSE WHOLE BODY
POSITRON EMISSION TOMOGRAPHY-
COMPUTED TOMOGRAPHY STUDY

Positron Emission Tomography-Computed
Tomography Findings:

Brain: fluorodeoxyglucose (FDG) avid (SUV max
9.02) ill-defined hyperdense lesion seen along
postero-superior aspect of falx cerebri on either
side at parietal convexity.

Head and Neck: fluorodeoxyglucose (FDG) avid
(SU max 9.02) ill-defined soft tissue density
thickening seen in superolateral aspect of
bilateral orbits. Soft tissue component is seen in
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peri-orbital region & subcutaneous plane of
scalp overlying the bilateral temporal region.

Thorax: Few mildly fluorodeoxyglucose (FDG)
avid (SUV max 7.47) discrete & conglomerated
lymph nodes seen at left infraclavicular location,
larger one measures~15mm in size. Mildly FDG
avid (SUV max 6.45) right axillary level I-lll nodes
seen, larger one measures~19mm in size. Few
mildly FDG avid (SUV max 5.89) pre vascular
nodes noted, larger one measures~16 mm in
size. Mild bilateral (left>right) pleural effusion
seen.

Abdomen-Pelvis: FDG avid (SUV max 11.37) soft
tissue density lesion (? conglomerated lymph
nodal mass) measuring ~4.4x6.0x6.8 (APxTRxCC)
with central hypodensity seen in gastrohepatic
space, inferiorly abutting body of pancreas with
loss of fat plane with it.

FDG avid (SUV max 7.06) multiple other discrete
left anterior diaphragmatic, bilateral retrocrural,
bilateral paravertebral (dorsal), gastrohepatic,
peripancreatic, aortocaval, pericaval, retrocaval,
paramortic, presacral, left internal & external iliac
and left inguinal nodes noted. Each kidney
appears bulky & enlarged in size with lobulated
contour. FDG avid (SUV max 15.47) multifocal
lesions are seen in bilateral kidneys, the larger
one measures 6.3x4.0 cm in the right kidney.
Posteriorly lesion is abutting posterior renal
fascia on both sides. Mildly FDG avid (SUV max
8.55) soft tissue density nodule ~20x10mm seen
along the inferior aspect of posterior renal fascia
on the left side. FDG avid (SUV max 8.68) soft
tissue density nodular thickening seen along
right lateral peritoneal reflection in pelvic cavity.
Few mildly FDG avid (SUV max 3.53) omental
nodules (larger one~13mm) and mild omental
fat stranding noted. FDG avid (SUV max 4.96)
~20x12mm sized module seen in left paracolic
gutter.

Musculo-Skeletal System: Intensely FDG avid
(SUV max 20.95) lytic-destructive lesion with
large soft tissue component seen involving left
hemipelvis, left ala of the sacrum and left
transverse process of L5. Soft tissue component
measuring ~14.2x15.0x18.5 cm (APxTRxCC) seen
involving left iliacus, left obturator internus &
abuts left psoas muscles anteriorly and
posteriorly lesion is involving left gluteal muscles.
The superior extension is up to the level of L4
and inferiorly extends into the medial

compartment of proximal left thigh. Supero-
laterally lesion is involving left external & internal
obliques muscles. FDG avid (SUV max 12.48)
lytic-sclerotic lesions (few of them with soft tissue
component) seen involving clivus, bilateral
humeri, bilateral clavicle, bilateral scapulae,
sternum, few bilateral ribs, multiple cervico-
dorso-lumbar  vertebrae  (mild intraspinal
extensions at DI2 & L3). Sacrum (mild extension
into the sacral spinal canal), pelvis, and bilateral
femoral. Focal FDG avid intramedullary lesions
were seen in bilateral humeri and bilateral
proximal femoral.

Figure 6 PET Scan of the Brain showing
hyperdense lesion.

Medical Research Archives | https://esmed.ora/MRA/mra/view /2665




Medical
Research
Archives

An Unusual Presentation of Primary Extra Nodal Non-Hodgkin Lymphoma

DFOV Lem

Ex: 50% 2741 ¢ 50K 2741
Se:ld / &
hydyd

EovaprsBesss s BS

Figure 9 Hlstopathology of lymphoma cell

Table 2 IHC markers and their result

IHC Markers Result

Figure 7 PET Scan showmg Thorax and

Abdomen Pelvis.

Bcl 2 Positive
Bcl 6 Positive
MUM 1 Negative
Ki-67 80%

Figure 8 PET Scan of the Abdomen

Table 1 Type of antigens found on leukocytes

with their respective results.
IHC Markers Result

CD 45
CD3
CD 20
CD 10
CD5
CD 30

Positive
Negative
Positive
Positive
Negative

Negative

Flgure 1 1 H|stopathology of CD 20

Medical Research Archives | https:

esmed.org/MRA/mra/view /2665 5




Medical
Research

Archives An Unusual Presentation of Primary Extra Nodal Non-Hodgkin Lymphoma

Discussion

Non-Hodgkin Lymphoma is a diverse group of
Lymphoid Neoplasm which collectively ranked
5th in the incidence and mortality. The
prevalence of non-Hodgkin lymphoma has been
increasing during the past two decades. 5 The
majority of non-Hodgkin lymphoma is originated
from B-Cell origin. 2 and more than 90% of the
patients have expressed CD20 antigen. 6 Bony
involvement is not an uncommon presentation in
Lymphoma, but the involvement of the Cranial
Vault is extremely rare. 7 A systematic review of
36 articles by EL Ashi with chief complaint of
subcutaneous scalp mass. There were various
histological subtypes, but DLBCL was the most
common type. 8 The diagnosis of extranodal
Non-Hodgkin Lymphoma is challenging when
there is enhancement of the Renal area, bones,
orbits, and para orbital area. Uncommon location
of presentation found in 1%-2% of extranodal
lymphoma. 3 Common presentations include
pain due to bony inducement and later
presented with neurological symptoms. A small
percentage of patients presented with B-
symptoms. 3,9 For diagnosis and confirmation of
diagnosis of extranodal lymphoma CT scan, MR,
and PET-CT are advisable. 3

PET-CT is considered essential imaging because
large B-Cell Lymphoma has a high affinity for 18F
FD9. 10 Selta and Co-workers reported a case of
primary cranial vault Lymphoma diagnosed on
MRI. 11 Halem reported a case of 79 years old
man with (L) triceps involvement. 12 On 221
patients with Head and Neck Lymphoma
different sites of organs of Non-Hodgkin
Lymphoma with involvement of Lymph Nodes,
Tonsils, Major Salivary Gland, Sino nasal tract,
and hypopharynx. 13

Scally reported a case of a 51-year-old female
presenting with pain in her waist and Left Hip
which was misdiagnosed as sciatica. CT Scan
showed increased density of buttlock mass and
finally, the diagnosis came as B-cell Non-Hodgkin
Lymphoma on buttock mass biopsy.14 Utkan
reported the case of a 68-year-old male with a
histology of swelling and pain in the right
buttock. Histopathological examination showed
tuberculosis listeriosis Hodgkin's disease.15
Katsura also reported a 52-year-old woman with
pain in her left hip. CT scan showed an early-
stage mass in the Left gluteus muscle. Finally
diagnosed as diffused large B cell Lymphoma

after biopsy 16. Skeletal muscle lymphoma
generally arises from extremities, more often
lower limbs and thighs since these areas are
more exposed to injuries 17. Mostly primary
extranodal Non-Hodgkins Lymphoma is found in
diffused large cell B lymphoma. Many of these
are low-grade with good prognosis. Some
skeletal lymphoma originates from T cell
Lymphocytes and shows poor prognosis 18,19.
Radiological investigations like CT scans and MRI
are not able to differentiate between soft tissue
sarcoma and lymphoma but MRI seems to be
superior for the evaluation of soft tissue tumors
20. Definitive diagnosis of primary extra nodal
Non-Hodgkin Lymphoma can be made after
biopsy and Immunohistochemistry examination
recently  National Comprehensive  Cancer
Network (NCCN) guidelines have recommended
PET Scan for staging and response evaluation
and prognosis of lymphoma 21. Sensitivity and
specificality of PET Scan for extra nodal
lymphoma were 88% to 97% and 100%
respectively 22,23.

TREATMENT OPTIONS AND CHALLENGES
Standard of care for systematic involvement of
DLBCL with CNS involvement, chemotherapy
with  CNS-directed treatment, High dose
methotrexate, Procarbazine, Rituximab, and
vincristine (RMPV) is expected to have some
effect in systemic lymphoma. 24 97% complete
response rate shown by previous studies of Non-
Hodgkin Lymphoma using Rituximab. 25 Wright
et al 2019 published an article on retrospective
analysis of 80 patients with synchronous CNS and
systematic DLBCL from the UK and Australia who
have the ability to control CNS disease. 26
Directly related with survival outcome. High dose
of Methotrexate or cytarabine in CNS
involvement Non-Hodgkin Lymphoma. Rituximab
a chimeric anti-20 monoclonal antibody is the
basic drug of targeted treatment of DLBCL
showing survival benefits after addition to
chemotherapy other target agents for treatment
like Obinutuzumab, Ibrutinib, Lenalidomide, and
Bortezomib.

None of these agents showed superior efficacy
against Non-Hodgkin Lymphoma in comparison
to Rituximab. 27 The Challenge is to confirm the
diagnosis and early stage of treatment because
of the complicated picture of symptoms and
presentation most of the time disease progresses
to an advanced stage and leads to poor survival
outcomes. Due to the advancement of diagnostic
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techniques, it is easy to get the radiological
picture and correlation with clinical presentation
and pathological reports. But these facilities are
not available at various centers. Usually, patients
present in very advanced stages because of a
lack of awareness about the disease, and how to
proceed with diagnosis and treatment resulting
in poor outcomes with these patients.

Conclusion

Tumors originating from buttock or other soft
tissues are commonly diagnosed as soft tissue
sarcoma, for such types of cases Primary Extra
Nodal Non-Hodgkins Lymphoma should be
considered as a differential diagnosis. Early
diagnosis and treatment can be offered with
curative treatment and improve the prognosis of
the disease.
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