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Abstract

Lymphomas are known as neoplasm’s caused by clone proliferation of B and
T lymphocytes. Extranodal lymphoma arises from tissues other than lymph
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ferential diagnosis including infectious inflammatory orbital disease, preseptal
and orbital cellulitis, orbital idiopathic inflammatory disease-pseudotumors,
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1. Introduction

Lymphomas are known as neoplasm’s caused by clone proliferation of B and T
lymphocytes. Based on WHO Classification of Tumor of Hematopoietic and
Lymphatic Tissues, there are 30 different subtypes [1]. There are 4 categories:
Hodgkin and non-Hodgkin lymphoma, myeloma multiple and immunoprolifer-
ative disease, but 90% of patients have non-Hodgkin lymphoma [2]. Primary
nodal lymphomas arise from lymph nodes and primary extranodal lymphomas
arise from tissues other than lymph nodes or even from sites which normally
doesn’t contain lymph tissues [3].

Extranodal non-Hodgkin lymphomas appear more often in gastrointestine,

skin, and but also in head and neck, nervous system and orbital lymphoma [4]
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[5]. Although intraocular and orbital adnexal NHL appears to be less than 5% -
15% of all NHL and less than 1% of all NHL, it is the most common orbital ma-
lignancy representing up to 55% of all orbital tumors [6].

Orbital adnexal lymphoma arises from eyelid, orbit, lacrimal glands or con-
junctivae, totally different from intraocular lymphoma [7]. In non-Hodgkin or-
bital lymphoma, MALT tumors are more common than DLBCL [8].

Sign and symptoms can vary depending on the site of the orbit. Usually they
are presented as an orbital palpebral mass, initially painless proptosis, with or
without motility limitations, tearing and chemosis. Depending on lymphoma
localization, especially when it arises in the posterior orbit or it has muscular
involvement, visual impairment, optic nerve compression and motility limita-
tions can manifest [9] [10].

Differential diagnosis includes infectious inflammatory orbital disease, preseptal
and orbital cellulitis, orbital idiopathic inflammatory disease-pseudotumors, espe-
cially dacryoadenitis and myositis and thyroid associate orbit disease. They make
the diagnosis much more difficult [11] [12].

The diagnosis is based on clinical and ophthalmology examinations, labora-
tory test, blood test, liver and kidney functions tests, chest x-ray, imaging inves-
tigation: computed topography (CT) and magnetic resonance imaging (MRI). It
is important to evaluate medical history and systemic examination of possible
lymphatic involvement. Biopsy represents very important diagnostic key.

We represent the case of diagnostic delay of very aggressive form orbital
non-Hodgkin lymphoma occurred because of the unspecific signs and symp-
toms as well as not indicative imaging investigation and laboratory tests. The
purpose is to emphasize the importance of the early biopsy for the better and

faster therapeutic and prognostic results.

2. Case Report

We represent the case study of unilateral non Hodgkin lymphoma. A 48 years
old male patient was presented in our clinic with proptosis of the left eye and
with palebral ptosis. Before coming in the clinic he was treated in the ambul-

ances with antibiotics, but with no improvement (Figure 1).

Figure 1. Patient before the admitting in hospital.
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(Photo from patient). On clinical examination his visual acuity was normal,
1.0 in both eyes, with normal intraocular pressure 15.0 mmHg of the right and
Ndig left eye, fundus examination with normal limits and negative afferent pu-
pillary defect. He had painless proptosis, palpebral ptosis, little motility distur-
bance and conjuctival chemosis of the left eye (Figure 2). Working as a guar-
dian, he was only diagnosed with HTA using therapy and had negative medical
history other diseases. He had no signs and symptoms for any kind of systemic

inclusion.

X

P

Figure 2. Patient after the admitting in hospital.

Initially, because of the preseptal and orbital cellulitis, he was treated with
systemic antibiotics (Cephazolin 1 g and Gentamycin 120 mg), local antibiotic
eye drops and fat and corticosteroids Dexason (80 mg 1x, i.v.).

Laboratory test revealed SE = 12 in first hour and 15 in second, WHC = 6.3
10°/mm’, RBC = 5.36 10°/mm’, PLT = 184 10°/mm’, LYM = 21.9%, MON =
6.1%, GRA = 72%, Glucosa OX = 4.21 mmol/l, Urea 7.31 mmol/l, Creatinine
101.1 mmol/l and CRP-HL = 0.0 mg/; all in normal ranges.

RTG pulmo had no significant changes. Cranio-orbital MRI revealed no in-
tracranial involvement with suspicion of preseptal/orbital cellulitis and differen-

tial diagnosis for pseudotumor or lymphoma (Figure 3).

Figure 3. Initial Cranio-orbital MRI.
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We switched the treatment, adding to local antibiotics and corticosteroids;
Prednison (20 mg 4 x 1), the Bactrim (480 mg 2 x 2). Although the visual acuity
was still normal, the motility movement started to limit with no pupillary reac-
tion and progression of the symptoms. We returned previous treatment and
recommended to the patient the biopsy, which he refused.

In 2 days visual acuity still remained normal, but the intraorbital tension was
TOD = 13.0 mmHg and TOS = 48.0 mmHg, which we treated with Diamox (2 x
2) and Tymolol 0.5% (2 x 2), but will with no recovery (Figure 4).

In meanwhile, the proptosis advanced with dislocation down and nasal, with
no motility movement, no pupillary reaction, cornea exposal and amaurotic eye
(Figure 5). Second cranio-orbital MRI revealed still no intracranial involvement,
but morbid progression of the diseases (Figure 6).

The biopsy was performed and the results revealed neoplastic-lymphoid
non-Hodgkin lymphoma. The full body CT was made with result of mediastinal
and hillar limphadenopathy.

After the immunohistochemical analysis the definitive diagnosis revealed neoplas-
tic-lymphoid non-Hodgkin lymphoma, “high grade” diffuse large B-cell lym-
phoma. The patient was transferred in the Hematology department for the fur-

ther treatment.

Figure 5. Progression of the symptoms.
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Figure 6. Second Cranio-orbital MRI.

3. Discussion

Primary orbital adnexal lymphoma is a rare disease. It involves eyelid, orbital la-
crimal glands or conjunctivae. Non-Hodgkin lymphoma is a heterogeneous
group of malignant lymphoma reflecting development stage of lymphocytes
majority arising from B-cell origin [8]. Owning unspecific clinical sign often
causes delay in diagnosis, because of differential diagnosis with inflammatory
orbital diseases and pseudotumors.

Our patient, because of the initial sign’s and symptoms was treated as presep-
tal and than orbital cellulitis, starting with antibiotics and corticosteroids. Addi-
tional to the treatment, laboratory test and Imaging investigation, as work up at
diagnosing OAL [13], revealed initially suspicious of the presetal/orbital celluli-
tis.

The very fast progression of the diseases, from eyelid to lacrimal glands, at one
point “S like proptosis” and posterior orbita more like IOD sympthoms [11],
made the diagnosis ever harder.

Analyzing all the possible predisposing factors, there were no viral infections,
immunosuppressive treatment, environmental factors or any other systemic in-
volvement that could lead the present of other extranodal lymphomas [5] or
other systemic diseases.

Although the duration of the symptoms at the presentation range can variety
from 10 day with mean duration of 18 months [14], our patient refusing the bi-
opsy, went from normal visual acuity to amaurotic eye in just few days.

The age manifestation was not typical for our patient. Knowing that the “high
grade” aggressive type of orbital adnexal non-Hodgkin lymphomas, DLBCL and
MCL represent 15% - 20% of lymphomas, where DLBCL is most common sub-
type with male predominance, but with median age 70’s [15].

After the DLBCL diagnosis, the cranio-ocular CT revealed no cranial in-
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volvement, but full-body CT revealed mediastial-hillar limphadenopathy. Com-
paring to initial examination with no body spreading, questioning thought the

diagnostic delay and prognostic outcome.

4. Conclusion

Orbital adnexal DLBCL is very aggressive lymphoma. According to the guide-
lines for the diffuse large B-cell lymphoma, excision surgery or incision biopsy is
recommended. However, unspecific symptoms, unusual age for the disease, ab-
sence of the predisposing factors and unrevealing laboratory results mask the
diseases with other DD diseases, confusing and delaying the diagnosis. The tim-
ing from representing symptoms and diagnosing can have huge impact on
prognostic outcome for the patient. Therefore, because of the suspicion of pres-
ence of malignant lymphoma, we would like to emphasize the importance of
exhaustive initial examination; especially even earlier biopsy, in patients with

IOD or pseudotumors not reacting to the treatment.
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