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INTRODUCTION

Malakoplakia is a rare inflammatory
disease of indeterminate etiology, which
may involve many organs, and that has
no specific symptoms.! The disease was
first described in 1902 by Michaelis and
Gutmann;? its name come from the Greek
malakos = soft and plakos = plaque.® The
incidence is higher in female patients and
between the fifth and seventh decades of
life. This disease may, at times, be associa-
ted with immune deficiency, malignancies,
or immunosuppressive therapies.?

Malakoplakia generally occurs in
the genitourinary tract; the bladder is the
most commonly involved site.* Five cases
of malakoplakia on the tongue have been
described in the literature.

CASE REPORT

H.LR, aged 060 years, male, sought
the Otorhinolaryngology unit complaining
of swallowing difficulties because of a le-
sion in the mouth for the past two years.
The physical examination showed that
the patient was of normal complexion,
hydrated, acyanotic and anicteric. The
patient was not using immunosuppressant
medication. Videolaryngoscopy revealed
a soft brown-yellowish lesion to the right
of the base of tongue; it measured about
4 cm. Direct laryngoscopy under general
anesthesia was done to remove the lesion
for pathology.

Pathology revealed chronic inflam-
mation with frequent histiocytes contai-
ning cytoplasmic vacuoles and concentric

cytoplasmic inclusions, the Michaelis-Guttman corpuscles.

Figure 1 H.E/ Figure 2 PAS - Fig.1: H.E: 40x showing an inflammatory
infiltrate, histiocytes with cytoplasmic vacuoles (Von Hansemann cells)
and cytoplasmic inclusions. Fig.2: PAS: Immersion showing cells with
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structures suggesting malakoplakia (Fig.
1). Special histochemical and immunohis-
tochemical staining was done for greater
diagnostic precision.

The periodic acid Schiff (PAS) stain
showed round basophilic intra-cytoplasmic
structures (Michaelis-Gutmann corpuscles)
in some histiocytes (Fig. 2). Histiocytes
were CDG8 positive according to the avidin-
biotin peroxidase (ABC) immunohistoche-
mical technique.

These findings suggested the diag-
nosis of malakoplakia; there was no evi-
dence of malignancy in the material.

Following surgery, the patient pro-
gressed favorably, with no intercurrences.
Sulfametoxazol-trimetoprim was prescribed
as treatment for the lesion. Follow-up in the
outpatient unit showed that the patient was
well, with no signs of recurrence.

DISCUSSION

Malakoplakia is a rare inflammatory
reaction.! The most common causative
agent is Escherichia coli; Proteus vulgaris,
Aerobacter acrogenes and Klebsiela pneu-
moniae, however, have been detected in
some cases.” Clinically, patients present a
soft brown-yellowish plaque of variable
size with a central spot or ulcer and intense
peripheral hyperemia.?

The diagnosis is made in histo-
pathological exams, which show chronic
inflammation consisting of large histiocytes
containing positive periodic acid Schiff gra-
nules (PAS) also known as Von Hansemann
cells, and rounded concentric structures na-
med Michaelis-Gutmann corpuscles.?
Immunohistochemistry tests may also
be applied; in this case, histiocytes may
be CDG68 positive.?

The pathogenesis is poorly
defined. It is possible that intracellular
changes in cyclic guanosine mono-
phosphate (cGMP) and cyclic adenosi-
ne monophosphate (cCAMP) may harm
macrophage lysosomes, hindering bac-
terial degradation and thus making it
possible for substances to accumulate

in phagolysosomes. The result is increa-
sed macrophage cytoplasmic volume with
Michaelis-Gutmann corpuscles.?*

Because there are no specific symp-
toms, malakoplakia should be differentia-
ted from: granular cell tumors, xantogranu-
lomatous inflammation, histiocytosis with
massive lymphadenopathy, Langherans cell
histiocytosis, undifferentiated carcinoma,
atypical bacterial infection, and malignant
lymphoma.’

Recommended medication for trea-
ting malakoplakia include sulfametoxazol-
trimetoprim, rifamycin, and the quinolones,
because these drugs are able to enter
phagocytes and eliminate intracellular
bacteria.? Vitamin C and cholinergic drugs,
such as betanecol, may also be effective;
cholinergic agents increase cGMP and vita-
min C decreases cAMP, which reestablishes
balance and prevents lysosome injury.
These associated medications may be be-
neficial in the treatment of malacoplakia.?

FINAL COMMENTS

Malakoplakia is a rare inflammatory
disease with no specific symptoms; thus,
the differential diagnosis is varied. This
condition presented in an unusual site in
this case (base of tongue); the diagnosis
was made using histopathology and con-
firmed by histochemical and immunohis-
tochemical methods.
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