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Abstract • Background: We stud- 
ied a bilateral tumefaction of the 
lacrimal gland in a female pa- 
tient. • Method: Ocular and gener- 
al clinical examinations were car- 
ried out. • Result: Computerized 
tomography (CT) of  the cranial or- 
bit showed a tumefaction of solid 
density in the lacrimal gland. His- 
tological examination of material 
removed by needle aspiration re- 
vealed the presence of elements of a 
lymphoplasmacytoid nature. Fluo- 
rescein angiography showed dilata- 
tion of the veins, intraretinal flame 
haemorrhages and small ischaemic 

areas. Chest CT showed an increase 
in the size of the middle and upper 
mediastinal lymph nodes, and ex- 
amination of a specimen of bone 
marrow from the chest revealed the 
presence of small lymphocytes with 
a plasmacytoid tendency. 
• Conclusion: On the basis of  the 
findings, we diagnosed Walden- 
str6m's disease with rare multiple 
ocular impairment (lacrimal gland 
and retina) in an early stage. 

Introduction 
Waldenstr6m's macroglobulinaemia is caused by a mon- 
oclonal proliferation of lymphatic B cells producing IgM 
and can be considered one of the clinical presentations of 
lymphoplasmacytoid lymphomas. 

Lymphomas of the orbit and its adnexa, both primary 
and secondary, are rare: they comprise 0.24% of all 
lymphomas for primary and 1-4% for secondary local- 
izations [2, 11, 14, 19]. 

Shields et al. [20] found 71 cases of  lymphoid hyper- 
plasia, lymphoma and plasmacytoma by biopsy exami- 
nation of 645 lesions in the orbital space. Twelve of these 
were in the cavity of the lacrimal gland, while 59 were in 
other parts of  the orbit. 

The rarity of this affection, the difficulty that histo- 
logical diagnosis may present, and the scarcity of  pub- 
lished cases [9, 10, 17, 21] prompted us to present a 
newly diagnosed case of  Waldenstr6m's macroglobuli- 
naemia with bilateral localizations in the lacrimal gland 
together with retinal involvement in both eyes. 

Case report 

A 74-year-old woman was examined. Informed consent was ob- 
tained for all examinations performed. 

Clinical observation 

The pathological anamnesis was of special interest. The patient 
made reference to surgical removal of a tumefaction in the right 
mandibular area in 1977. This tumefaction did not involve the 
mandible bone. It recurred three times in the next 4 years. The 
histological examination revealed a cytomorphology consistent 
with plasmacytoma. 

X-rays of chest, cranium, spinal column and pelvis showed no 
significant pathological alteration. Radiotherapy was then per- 
formed (22 times at 5.5 Gy) on the right mandibular area. This was 
preceded by melphalan therapy (two tablets per day for 6 days). 

Only in 1993 did laboratory analysis not show elevated ery- 
throcyte sedimentation rate (ESR) and hypergamma-globuli- 
naemia (IgM 4730 mg/dl, K-chain 2440, L-chain 261). Immu- 
noelectrophoresis showed IgM/K gammopathy. 

In July 1994 the patient reported a palpebral tumefaction in the 
right eye, of soft consistency, not painful, and with a normal color 
of overlying cutis. A similar tumefaction also appeared in the left 
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eye. The patient was admitted to the ophthalmic ward of the 
Fatebenefratelli Hospital, Rome. 

Objective examination 

The patient presented best corrected visual acuity of 8/10 in the 
right eye (RE) and 10/10 in the left eye (LE). 

The objective examination showed bilateral hypertrophy of the 
lacrimal gland in both eyes (RE>LE) and swollen eyelids (Fig. 1). 
The conjunctive was chemotic in RE and normohaemic in LE. 
Transparent, avascular and specular cornea, anterior chamber of 
normal profundity and optically empty, normotrophic iris, cen- 
tred, round normal-reacting pupil, transparent lens and normal 
vitreous were observed in both eyes. 

The intraocular pressure was 14 mmHg in RE and 16 mmHg in 
LE. 

The examination of the ocular fundus in both eyes showed 
flame haemorrhages along the greater vascular arcades, tortuous 
and dilated veins and diffused microaneurysms. 

Fluorescein angiography, performed in both eyes, showed a 
normal filling time but increased retinal circulation time. Further- 

more, dilatation of the venous vessels, intraretinal flame-shaped 
haemorrhages, microaneurysms and small areas of capillary non- 
perfusion were present. 

Histological examination of the tumefaction (by needle aspira- 
tion) revealed densely packed cells composed of lymphocytes, 
elements of a lymphoplasmacytoid nature and scattered macro- 
phages. Clear atypias were evident. Cytological analysis con- 
firmed the infiltration of lymphoplasmocytoid elements. 

Computerized tomography (CT) of both cranial orbits showed 
a neoplasm originating from the lacrimal gland (Fig. 2). 

The patient was given a series of general examinations with the 
following results. 

Haemoanalysis showed reduced RBC (304×106/mm 3) and 
Hb (80 g/dl), reduced prothrombin activity (43%), partial 
prothrombin time (35-40 s) and fibrinogen level (165 mg/ml), and 
increased ESR (150 mm/h); electrophoresis showed a double 
molecular chain in the gamma cathode zone; and immunofixation 
revealed increasing light K-chain IgM gammopathy. 

Examination of a specimen of bone marrow from the chest 
showed diffuse infiltration of a monomorphic population, com- 
posed of small lymphocytes with a plasmacytoid tendency. 

Ultrasonography demonstrated increased size with regular 
echo structure and no focal alterations in both the liver and the 
spleen. 

Both renal ultrasonography and chest CT showed an increase 
in the dimensions of the respective lymph nodes. 

On the basis of the findings Waldenstr6m's disease with early 
and rare multiple ocular impairment (lacrimal gland and retina) 
was diagnosed. 

Treatment 

The patient received therapy with melphalan (10 mg/day, along 
with 50 mg of prednisone per day for 7 days a month). This treat- 
ment was continued for a total of nine cycles until total regression 
of the tumefaction and of the retinal vessel alterations was found in 
both eyes. 

Fig. 1 The tumefaction in the upper temporal eyelid area at the 
time of first observation 

Fig. 2 Right orbit computerized tomography: tumefaction of 
solid density was present at the level of the orbital canthus region, 
in contact posteriorly with the region of attachment of the external 
rectus muscle and extending anteriorly to the soft eyelid parts 

Discussion 

We encounte red  a rare case of Waldens t r6m ' s  macro-  
g lobu l inaemia  which  was charac ter ized  both  by bi la tera l  
in f i l t r a t ion  of the l ac r imal  g land with e lements  of a 
l y m p h o p l a s m a c y t o i d  na ture  and by bi la tera l  re t inal  in- 
volvement.  This consis ted in a "hyperv i scos i ty  re t inopa-  
thy" very s imi lar  to that of  n o n - H o d g k i n ' s  l ymphomas  
and f requent ly  associa ted with Waldens t r6m ' s  disease 
[1, 3 -7 ,  15]. 

Al though  a few cases of deposi ts  in  the cornea  and 
one case of secondary  g l a u c o m a  rela ted to disease have 
been  descr ibed  [8, 10, 12], in our pat ient  we observed no 
pathological  changes  in the cornea  or in  in t raocu la r  pres-  
sure. 

In  pathologies such as l ymphoma ,  hepa tosp lenomega-  
ly and l ymphoadenopa thy  associated with the involve- 
ment  of re t inal  vessels are f requent ly  present  [13], and 
these were the f ind ings  in our patient.  

The l ac r imal  g land may be the site of numerous  neo-  
plastic processes:  whi le  its involvement  is possible ,  al- 
bei t  rare, in p l a smacy toma ,  neoplas t ic  in f i l t ra t ion  in 
Waldenstr/Sm's m a c r o g l o b u l i n a e m i a  is quite except ional  
[13, 16, 18, 22]. 
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