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Case report

Atypical presentation of microscopic polyangiitis
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Microscopic polyangiitis is a systemic vasculitis that affects small caliber vessels, with renal and lung
compromise. We present the case of a patient with an atypical presentation of this disease and an onset
characterized by central nervous system affection in the form of a motor deficit
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RESUMEN

Presentacion atipica de poliangeitis microscopica

patrdn citoplasmatico

La poliangeitis microscépica es una vasculitis sistémica que afecta a pequefios vasos, con afectacién renal
y pulmonar. A continuacién se presenta el caso clinico de un paciente con manifestacion atipica de esta
enfermedad, que debuté con afectacién del sistema nervioso central, en forma de déficit motor.
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Introduction

Microscopic polyangiitis (MPA) is a systemic necrotising vasculitis
that affects small-calibre vessels (capillaries, venules or arterioles).
Its clinical manifestations are similar to those of polyarteritis nodosa
(PAN), but it is characterised by the presence of rapidly progressive
glomerulonephritis and pulmonary capillaritis, which are normally
absent in PAN.' The case of a patient with an atypical presentation
form of MPA is presented.

Case report
The patient was a 69-year-old male withahistory of nasal polyposis,

asthma, arterial hypertension and benign prostatic hypertrophy, who
was following treatment with salmeterol/fluticasone, nifedipine,
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aspirin, tamsulosin, doxazosin and topical nasal mometasone. He was
admitted due to asthenia and weight loss of 4-6 kg with one month
of evolution, accompanied by facial oedema and fever of 48 hours
evolution. Upon examination, blood pressure and oxygen saturation
were normal. The patient was conscious and presented disorientation
in time and space as well as autopsychic disorientation. On cardiac
auscultation, tones were rhythmic at 70 bpm, without murmurs. The
rest of the examination was normal, with no oedema in the lower
extremities. At 5 days after admission, he presented left hemiparesis.
The neurological examination showed left hemiparesis, with crural
predominance, with patellar tendon reflex exaltation. Laboratory tests
revealed anaemia (Hb 8.2 g/dl, Hct 23.6%, MCV 87.1) and renal failure
(urea 1.63 g/l, creatinine 1.4 mg/dl, with the latter reaching figures
of 3.3 mg/dl during evolution); the remaining laboratory parameters
were normal. More than 100 erythrocytes/field were detected in the
urine sediment test. There was a clear deterioration of renal function
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Figure 2. Light microscopy (haematoxylin-eosin staining), showing glomerulus with
karyorrhexis phenomena, intravascular thrombi and crescent formation.

with creatinine clearance of 24.71 ml/min, proteinuria of 1.63 g/24
h and granular cylinders. A cerebral CT and lumbar puncture were
carried out and their results were normal. A subsequent MRI revealed
multiple lacunar infarcts in the white matter (middle oval and deep
sylvian white matter) (Figure 1). The proteinogram and serology
(including hydatid disease, trichinosis, HBV, HCV, parvovirus B19,
CMV and EBV) were not altered. The remaining cultures were negative.
We measured ANA autoantibodies, antibodies (Ab) against double-
stranded DNA, anticardiolipin immunoglobulin (Ig) M and IgG, with
all results being normal. These were determined by ELISA c-ANCA,
with negative result, and by ELISA p-ANCA, which yielded more than
100 IU/ml (normal: 0-7 IU/ml). Suspecting a rapidly progressive renal
failure, we carried out a renal biopsy, which revealed necrotising
glomerulonephritis with 31% epithelial crescents, compatible with
MPA (Figure 2). The patient was treated with prednisone (1.5 mg/
kg/day) and cyclophosphamide cycles (one monthly cycle of 500

mg i.v. for 6 months, with a cumulative dose of 3 g), which caused
neurological symptoms to disappear 15 days after starting treatment.
The patient is currently asymptomatic, with a maintenance dose of
prednisone of 10 mg/day. In the latest analysis, creatinine was 1.63
mg/dl and creatinine clearance was 46.01 ml/min.

Discussion

The term microscopic polyarteritis was coined in 1948 by
Davson, when noting glomerulonephritis in a patient with PAN. In
1992, the term MPA was adopted to refer to a necrotising vasculitis
affecting small-calibre vessels and presenting renal and pulmonary
features. Immunohistochemical staining reveals lack of Ig deposits
in the vascular lesion, thus suggesting that the formation of immune
complexes is not involved in the pathogenesis. The disease may begin
gradually with fever, weight loss and musculoskeletal pain, although it
isoftenacute.In 79% of the cases, itinvolves glomerulonephritis with a
rapid advance, which causes kidney failure. Haemoptysis occasionally
constitutes the first sign of alveolar haemorrhage, with a frequency
of 12%.2 Other manifestations include multiple mononeuritis®* and
digestive and cutaneous vasculitis.* In 75% of patients, ANCA appear
and anti-myeloperoxidase Ab are predominant.?

In the case of our patient, the clinical presentation was a rapidly
worsening renal failure and disruption of the central nervous system
in the form of motor deficit. The differential diagnosis of Wegener’s
granulomatosis was considered, as it was a case of probable vasculitis
with multiorgan involvement and, in particular, renal involvement.
Autoimmunity tests were requested and resulted normal, except
for the presence of positive p-ANCA. In addition, the patient did not
present involvement of the upper airway or pulmonary nodules,
so the diagnosis of Wegener’s granulomatosis was not suggested.
Renal injury in MPA is identical to that observed in Wegener’s
granulomatosis, but the absence of granulomatous inflammation led
us to discard the latter.’

Survival at 5 years is 74%, and death takes place due to alveolar
haemorrhage or digestive, kidney or heart disorders. Treatment
for MPA is carried out with corticosteroids, with or without
cyclophosphamide, depending on the severity.® After treatment,
our patient showed improved renal function and the neurological
symptoms disappeared, so these were attributed to MPA-produced
vasculitis.

In conclusion, the singularity of this case lies in the central nervous
system involvement as an atypical presentation of MPA. This is one of
the few cases reported in the medical literature,’® and illustrates the
variety of clinical manifestations of this entity.
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