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Case Letters

Cutaneous malakoplakia: Interesting case report and review

of literature

Sir,

Cutaneous malakoplakia is a rare chronic granulomatous disorder,
more frequently presenting in immunocompromised patients. We
report a case of a 45-year-old female who presented with painful
cutaneous lesions in the genital area for 2 months and fever for
5 days. The patient had undergone a successful kidney transplant
2 years ago for acute tubular necrosis and was on immunosuppressant
drugs (azathioprine 100 mg h.s. and prednisolone 20 mg OD)
since then. A single, well-defined, indurated, tender, yellow plaque
measuring 8 x 3.5 cm, with a granulomatous base and a few bleeding
points was present on the surface of the left labia majora [Figure 1].
Similar smaller nodular lesions were present on the perianal
region. A differential diagnosis of lymphogranuloma venereum,
cutaneous Crohn’s disease, cutaneous tuberculosis, herpes simplex
vegetans, and cutaneous malakoplakia were considered. Routine
hemogram revealed low hemoglobin of 10 gm/dl and total white
cell count of 14000/cu mm. The lesion was sampled for culture
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Figure 1: Well-defined plaque with a few bleeding points on left labia majus;
a few nodules on the perianal region

on two occasions, both of which revealed growth of Escherichia
coli. Skin biopsy from the lesions showed sheets of macrophages
(von Hansemann cells) with round intracytoplasmic, basophilic
bodies in the dermis (Michaelis—Guttmann bodies), which were PAS
positive [Figures 2-4]. Prussian-blue staining demonstrated deposits
of iron within the bodies [Figure 5]. Von Kossa staining did not
demonstrate any calcium deposits within the Michaelis—Guttman
bodies, which were not stained on Von Kossa stain. Ziehl-Neelson
staining did not reveal any acid-fast organisms. Serology for HIV
antibodies I and II, VDRL, and hepatitis B was negative. Fungal
culture was negative. Blood and urine cultures were negative.
A Mantoux test was performed and was positive with induration of
17 x 15 cm. Chest X-ray was clear. Ultrasonography and computed
tomography (CT) scan of the abdomen and pelvis did not reveal
any abnormalities. Vaginal colposcopic examination and rectal
examination were normal. These tests and skin biopsy ruled out other
differentials confirming the diagnosis of cutaneous malakoplakia.

A diagnosis of vulval and perianal malakoplakia with no genito
urinary extension was made.

Figure 2: Sheets of macrophages, with round, intracytoplasmic, basophilic
inclusion bodies (Michaelis—Guttman bodies) (low-power view —Hand E, x100)
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Figure 5: Low power view x 10 Prussian blue — deposits of iron within the cells

The patient was treated with oral ciprofloxacin 500 mg twice a day
for 2 months. Although the lesions dried up and the pain reduced,
the size did not reduce significantly. Perianal lesions regressed at
the end of 2 months. Surgical excision of the lesion on labia majora
was considered, but as patient showed improvement with oral
medication and was unwilling for further surgical management,
it was not done. Revision of doses of immunosuppressants was
discussed with the urologist and lowering of steroid dose was
considered subsequently.
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Figure 4: Periodic acid—Schiff positive intracytoplasmic inclusion
bodies (high-power view — PAS, x400)

The term malakoplakia meaning “soft plaque” was first described
by von Hansemann in 1901 and Michaelis and Gutmann in 1902.!
Cutaneous malakoplakia was reported by Leclerc and Bernier in 1972.
Malakoplakia is a chronic granulomatous response to infective agents
in immunocompromised individuals. The immunocompromised
state maybe due to HIV infection, renal transplant, neoplasms, or
immunosuppressive medication.? The lesions are a result of acquired
bactericidal defect of macrophages caused by immunosuppression.
Of the 52 cases of cutaneous malakoplakia reported so far, 17 have
been in female patients with a male: female ratio of 2:1. The most
common site of involvement was perianal 19% (n = 10), and the
most common presentation was nodules seen in 23% (n = 12).
Other presentations were ulcerations, indurated plaques, and
abscesses. There are few case reports of malakoplakia occurring on
the abdomen, neck, and face. Only one other case presented on the
vulva with ulcerated lesions.? According to some reports, in cases of
noncutaneous, genitourinary malakoplakia, incidence among females
is slightly higher and the age group of sixth to seventh decade is the
most commonly affected.’*

Most common organisms isolated were coliforms such as E. coli,
Klebsiella, Proteus in 90% cases; however, Staphylococcus aureus,
Rhodococci, Mycobacterium avium, and M. tuberculosis have also
been reported.*

A defect in the lysosomal killing and digestion of phagocytized
bacteria with deficiencies of beta glucuronidase and 3°, 5 guanosine
monophosphate dehydrogenase has been postulated as the pathology
of this condition.’

Histopathology is characteristic with presence of large sheets of
histiocytes containing basophilic intracytoplasmic inclusion bodies
called “Michaelis Gutmann bodies.”®’” These bodies have a “target
appearance,” are PAS positive, diastase resistant, and stain positive for
Von Kossa and Prussian blue due to the presence of calcium and iron.?

Management is with wide surgical excision and with antibiotics
such as quinolones, with ciprofloxacin being the most effective.’
Trimethoprim-sulfamethoxazole is also considered useful.
Discontinuation of immunosuppressive treatment may be
considered.'
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We report this case as a classic and rare example of cutaneous
malakoplakia in an immunosuppressed female renal transplant
patient, with growth of E. coli and demonstrating “Michaelis—
Gutmann” bodies.
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