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ABSTRACT

Case Report

Primary Bone Lymphoma of Humerus
Culminated to Shoulder Disarticulation-

Astray of Diagnosis

PANKAJ KUMAR MISHRA', SUJEET MISHRA?, DEEPAK SINGH MARAVI?, SANJIV GAUR*, ASHISH GOHIYA®

In the horizon of knowledge, there is dearth of documentation depicting the incidence of Primary Bone Lymphoma (PBL) being
delayed/misdiagnosed as chronic osteomyelitis, which entails that this case report is of more magnitude. It is a case report of
young female, having complaints of pain and swelling in left arm initially which was misdiagnosed as chronic osteomyelitis. Later
on, she was diagnosed as PBL. Here, we want to discuss the clinical presentation of PBL, and to make aware from such grave
pathology and to consider it in the differential diagnosis of chronic osteomyelitis.

CASE REPORT

A 25-year-old female presented to our orthopaedic department
with pain (three months) and swelling since two months of left arm
with inability to use her left upper extremity. Pain was continuous,
non-radiating and dull aching in nature. Diffuse swelling appeared
over distal part of arm since two months back. On inspection it was
pear shaped (approx- 20 cm in circumference and 15 cm in length),
skin was shiny and stretched and there was venous engorgement.
On palpation, local temperature was normal, with firm to hard
consistency, with moderate tenderness and thickening of humerus
bone. There was no history of previous trauma, weight loss, fever
and night cries. General physical examination was unremarkable
and routine haemogram was within normal range.

After history and clinical examination, we suspected for chronic
osteomyelitis ofleftarm. The X-ray (AP and lateral view) of the leftarm with
elbow prescribed. X-ray revealed the diaphyseal pathological fracture
of humerus with periosteal reaction, moth-eaten type Iytic lesion and
sequestrum [Table/Fig-1]. The clinico-radiological differential diagnosis
of chronic osteomyelitis, tubercular osteomyelitis, osteosarcoma
and multiple myeloma were installed. Haematological examinations
were normal. Incisional biopsy was done and it revealed the features
suggestive of chronic inflammation and granuloma. Ultimately, the
final diagnosis of tuberculous osteomyelitis of humerus was thought.
Arm was supported in U-cast and anti-tubercular treatment started
and patient kept for observation and regular follow-up.
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[Table/Fig-1]: Antero-posterior and lateral view radiographs of left arm swelling
revealing the moth eaten type Iytic lesion (curved arrow), periosteal reaction (head
of arrow), sequestrum (straight arrow) with pathological fracture.
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Patients did not turn at called follow-up, and around three months
later she entered to OPD with gross swelling of arm, gross abnormal
movement, and shiny skin with engorged veins [Table/Fig-2].
Again X-ray was done and now it showed the grossly destructed
humerus with soft tissue haziness and lysis of bone with wide zone
of transition suggestive of obvious malignant lesion [Table/Fig-3].
The MRI described the osteolytic lesion replaced by soft tissue
with infiltrated neurovascular bundle and included the differential
diagnosis of Ewing sarcoma and chondrosarcoma [Table/
Fig-4]. Now it's appeared that the previous diagnosis of chronic
osteomyelitis was not accurate. The grave nature of pathology
explained to the patient and second biopsy was planned. Since the
whole of the humerus was involved and it was non-salvageable limb
due to neurovascular infiltration so the shoulder disarticulation was
planned [Table/Fig-5]. Furthermore, the histopathology revealed
the neoplastic infiltrate composed of monomorphous population
of small sized lymphocytes with round regular nuclei, increased
numbers of mitotic figures, occasional nucleoli; clumped chromatin
and absence of bizarre cell were suggestive of Small Lymphocytic
Lymphoma [Table/Fig-6]. While the first biopsy slide was also
matched with the second biopsy slide, but there were no any
anaplastic cells in previous slide. Shoulder disarticulation done with
the informed consent. After wound healing, patient underwent the
local radiotherapy of 50Gy in 25 fractions. After 2 years of follow-
up, she is doing well without any local and systemic recurrence.
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[Table/Fig-2]: Anterior and posterior view of arm showing the gross swelling and
engorged veins.
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[Table/Fig-3]: Antero-posterior and lateral radiograph showing gross destruction
of almost full length of humerus with wide zone of transition (bracket) and soft tissue
haziness (arrow).

[Table/Fig-4]: Axial T2 weighted (a) and coronal T2 weighted (b) MRI images of left
arm depicting the large neoplastic bony mass, replacing the lower two third of humerus
with infiltration of neurovascular bundle (arrow).
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|_Tab|e/F|g 6]: Haematoxyhn and eosin stain: (a) 10X showmg bracket) extensive
lymphoid infiltration; and (b) 40X depicting (arrow) pleomorphic (small sized)
lymphocytes, regular nuclei, clumped chromatin and occasional nucleoli.

DISCUSSION

Primary Bone Lymphoma (PBL) is an unusual tumour and has
referential of origin from lymphoid and myelopoetic tissues [1]. Parker
F et al., categorised the PBL as a separate clinical pathology [2].
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Incidence of PBL is about 3% of all form of primary malignant bone
tumours. PBL is an extra-nodal form of lymphoma and comprises
1% of all ymphoma [3]. It is considerably unintelligible to distinguish
the primary from secondary bone lymphoma. Coley suggested the
criteria to diagnose the PBL as lymphoma presenting at skeletal
site with no evidence of disease at extra-skeletal site for at least six
months after the diagnosis [4,5].

There are literatures who report that symptomatology of
osteomyelitis masquerades the bone malignancy [6]. So there
are fair chances of delayed or misdiagnosis, which will definitely
and adversely affect the treatment outcome [7]. In this article, we
want to emphasise that if there is unannounced, and staggered
natural course of chronic osteomyelitis which must be conceded
for rechecking of diagnosis by biopsy and immunohistochemistry.

PBL has been reported in every age group (first decade to 8"decade)
but the peak of the prevalence is in 6" to 7" decade with slight
male preponderance. Most of literature have found (metaphysis or
diaphysis of long bone) the femur (29%) followed by pelvis (19%)
as the most common site of predilection [8,9]. Accordance to the
Revised European-American Lymphoma (REAL) classification, the
most common PBL is diffuse large B-cell lymphoma type (92%),
but the other types like small lymphocytic lymphoma, Burkitt's
type, anaplastic large cell lymphoma and Hodgkin’s lymphoma
are also mentioned [10]. Though the incidence of PBL is more in
late decades and male sex, but in our case it was a female with
quite early age. The PBL is also very less common in humerus, as
it occurred in our case.

Small lymphocytic lymphoma (chronic lymphocytic leukaemia) is
a sub-type of non-Hodgkin B-cell lymphoma, and has an indolent
course. In this literature, we are discussing the rarity of the SLL
arising from bone. Even after diligent search, there are very few
sporadic cases of small ymphocytic lymphoma/chronic lymphocytic
leukaemia (originating from bone) are reported in literature.

Vincelli ID et al., reported the chronic lymphocytic leukaemia arising
from foot, which got treated by radiotherapy [11]. Tuscano C et al.,
reported, another case of chronic lymphocytic leukaemia originated
from distal tibia [12]. So here we are presenting this case as a rarity
to the horizon of knowledge.

Pain in the extremity is the most common presenting symptom of
PBL and the radiological findings are nonspecific hence the feature
can be identified as inflammation, osteomyelitis, neuropathy, etc.
so the PBL contests for broad differential diagnosis. Diagnosis of
PBL is affirmed by biopsy. FNAC usually clinches the diagnosis but
sometimes the necrosis, crush artifacts and fibrosis are responsible
for inadequate sampling and diagnostic error [13]. The definitive
diagnosis is established by immunohistochemistry study which
shows the antibodies to CD20, CD3 and CD45. Combined modality
of chemotherapy and radiotherapy has been advocated by various
studies with overall response rate of 94% and better 5-year survival
rate [14,15].

It is obvious that the delay in diagnosis will have the impact on
prognosis. Our case also succumbed to delayed/misdiagnosis due to
erratic findings, i.e., histology suggestive of chronic infection, clinico-
radiological scenario of infection. Blum YC et al., reported the case
series of lymphoma dissimulating the chronic inflammation [16]. Our
case is another one case of PBL, pretends to chronic osteomyelitis.

Crush artifacts and fibrosis probably could have given the
misdiagnosis in first biopsy sampling. Usual presentation of PBL is
also responsible for its misdiagnosis. While the PBL is conceded as
treatable disease, but in our case the astray of diagnosis resulted to
such a point that we procured the unusual treatment. Thus in such
case report, we want to say that, in case of chronic osteomyelitis like
scenario, which is recalcitrant to treatment, the elaborate diagnostic
work-up is needed and PBL should be included in the differential
diagnostic armamentarium [17].
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CONCLUSION

Chronic osteomyelitis and PBL share the close presenting
features and poses the diagnostic challenge. We have to pay
the high attention, if there is aberration from normal course of
chronic osteomyelitis. Undue clinical presentation and progression
of chronic osteomyelitis must be verified by biopsy and
immunohistochemistry. The misdiagnosis or cursory attention may
culminate to unconventional treatment as in our case.
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