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Abstract

Eosinophilic granulomatosis with polyangiitis (EGPA) is an anti neutrophil cytoplasmic antibody related
small vessel vasculitis which occurs exclusively in patients with asthma and eosinophilia. Vessel
inflammation and eosinophilic infiltration leads to organ damage with high incidence of neurological
involvement. We report a 58 year old patient who presented with rapidly ascending weakness with
hyporeflexia mimicking Guillain Barre syndrome (GBS) clinically. A history of bronchial asthma, peripheral
eosinophilia and eosinophilic infiltrates in sural nerve biopsy confirmed it to be a case of EGPA. He was
treated with methylprednisolone and cyclophosphamide and had good response after completion of
treatment. This case highlights the rare presentation of EGPA as GBS like polyneuropathy.

Keywords: Acute polyneuropathy, Guillain Barre Syndrome, Eosinophilic Granulomatosis with
Polyangiitis, Churg Strauss syndrome.

Introduction around 40% cases'. Peripheral nervous system
Eosinophilic granulomatosis with polyangiitis involvement is seen in 50-75% patients usually in
(EGPA) or Churg Strauss syndrome is a the form of mononeuritis multiplex and symmetric
necrotising small vessel vasculitis associated with peripheral neuropathy®.Wrist drop or foot drop is
asthma and eosinophilia. It commonly presents the cardinal manifestation of mononeuritis
with upper airway and lung involvement, multiplex, and this is confirmed by nerve
peripheral neuropathy, cardiac involvement and conduction studies or sural nerve biopsy.
skin  lesions.  Antineutrophil  cytoplasmic Diagnosis is made by demonstrating inflammation
antibodies (ANCA) is found to be positive in in vasa nervosum?®.Guillain Barre syndrome(GBS)
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is a clinical syndrome of acute inflammatory
polyneuropathy with features of ascending
weakness, areflexia and minimal or no sensory
loss. Two third of patients have symptoms of
preceding respiratory or gastrointestinal tract
infection within four weeks of onset of weakness®.
The spectrum of the disease includes the main
phenotypes acute inflammatory demyelinating
neuropathy and acute motor axonal neuropathy”.
We present a case of EGPA who had an initial
clinical  picture  mimicking GBS. Early
differentiation between two entities is essential as
management strategies are different.

Case Report

A 58 year old male presented to us with
complaints of sudden onset lower limb weakness
followed by upper limb weakness along with
severe pain. The weakness rapidly progressed in a
symmetric fashion and increased in severity
within 2 days. He had a history of upper
respiratory tract infection 2 weeks before onset of
complaint.

He giveshistory of bronchial asthma for 8 years
and nasal polyposis for which he had undergone
polypectomy. He had a history suggestive of
transient ischemic attack. He denied history of
smoking and alcoholism. He was taking
bronchodilators and antiplatelets regularly. There
was no history of intake of medications like
antihistamines or leukotriene inhibitors.

On admission the patient was unable to walk.
Neurological examination revealed normal higher
functions. Cranial nerve function was normal. On
motor examination there was severe motor
weakness in predominantly in lower extremities
(distal lower limbs, grade 0/5, proximal lower
limb grade 2/5, weak handgrip right hand,
proximal upper limbs 5/5).Examination of sensory
system showed sensory loss of all modalities of
sensations from below midcalf. There was absent
deep tendon reflexes with plantar reflex mute.
Nothickened  nerves.  Respiratory  system
examination revealed rhonchi. Cardiovascular and

alimentary system examination were normal. No
skin lesions were present.

The initial examination was suggestive of acute
polyneuropathy and a presumptive diagnosis of
Guillain Barre syndrome was made in view of
rapid progression, ascending weakness and
hyporeflexia. He was planned to be treated with
intravenous  immunoglobulin  while  nerve
conduction study was awaited. Nerve conduction
study was of asymmetric sensorimotor axonal
pattern which was strikingly different from the
symmetric demyelinating pattern usually seen in
GBS. CSF examination did not show any
albumino-cytological dissociation. Laboratory
study showed Hb 13.6 g/dl, marked peripheral
eosinophilia (Total count: 22000, Differential
Mixed: 53%) which was confirmed by peripheral
smear, ESR of 110 mm at | hr, normal liver and
renal function tests.

A history of bronchial asthma, nasal polyposis,
peripheral eosinophilia and axonal asymmetric
polyneuropathy pointed towards a vasculitic
complication of eosinophilic granulomatosis with
polyangiitis or Churg Strauss syndrome.Right
sural nerve biopsy showed dense inflammatory
infiltrate composed of predominantly eosinophils
with fibrinoid necrosis suggestive of vasculitic
neuropathy (Figure 1,2). However, the patient was
ANCA negative. CT paranasal sinuses (PNS)
showed sino nasal polyposis (Figure 3).

Patient was treated with pulse methylprednisolone
1 g daily for three days, pulse cyclophosphamide
15mg/kg every 2 weeks three doses followed by
every 3 weeks six doses.After treatment his
weakness and sensory symptoms gradually
improved. The patient was able to walk with
support upon completion of immunosuppressive
treatment.
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luminal thrombosis (right).

Figure 1,2: Sural nerve biopsy. Eosinophilic infiltrate around epineural vessel (left)

Figur 3: CT PNS showingsinonasal polyposis

Discussion

Herein we report a patient who presented with
acute rapidly progressing polyneuropathy which
made us to suspect GBS as the prima facie
diagnosis.

EGPA is diagnosed in patients who has four out of
the six criteria which are: 1.history of bronchial
asthma 2.eosinophilia greater than 10% of total
blood count 3. mononeuropathy or polyneuro-
pathy 4. Migratory or transient pulmonary
opacities detected radiographically 5. Paranasal
sinus abnormality 6.biopsy containing blood
vessel with extra wvascular infiltration of
eosinophils®. Our patient had a history of
bronchial asthma, paranasal sinus abnormality
which made us to suspect EGPA as the underlying
disease, leading to ascending weakness and
hyporeflexia. The points which were against GBS
was left upper limb sparing, significant sensory
loss, axonal involvement in nerve conduction
study and absence of albumino-cytological
dissociation.

In a prospective study by J. Wolf et al’, 12 out of
14 newly diagnosed EGPA patients had an
involvement of peripheral nervous system.
Mononeuritis multiplex was more common than
acute polyneuropathy. Vasculitic neuropathy
classically present as multiple mononeuritis but
many overlapping mononeuritison  different
occasions can end up with a symmetric
polyneuropathy® EGPA evolves through three
stages,the prodromal stage characterised by
bronchial asthma and rhino sinusitis, eosinophilic
phase constitutes marked eosinophilia and organ
involvement and a vasculitic phase with features
of small vessel involvement. Peripheral
neuropathy (PN)occurs in about 70% of patients,
renal manifestations occur in 25% in the form of
isolated urinary abnormalities to rapidly
progressing glomerulonephritis and skin lesions
such as palpable purpura and nodules
predominates this phase of disease”°.

Most important for timely treatment is early
diagnosis which though difficult in prodromal
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phase should not be missed in vasculitic phase.
Peripheral neuropathy in EGPA though is rarely
life threatening, but can cause significant
disability. In a study conducted by Hye-Jin Cho
et al**complete recovery of PN was observed in
66% of patients with sensory neuropathy and 83%
of patients with limb weakness. Their patients
received intravenous methylprednisolone pulse for
three days followed by cyclophosphamide pulse
monthly for six to eight months.

There are at least 8 case reports of EGPA
mimicking GBS at presentation. Ngn et al
reported the first case of EGPA which mimicked
GBS clinically and electrophysiologically. Their
patient had received plasmapheresis till his right
wrist weakness worsened .The diagnosis was
confirmed with persistent eosinophilia, positive
ANCA and sural nerve biopsy'?. Next case was
reported in 1998 by Keven et al ' the patient
presented with GBS like picture initially, later
developed ANCA positive nephrotic syndrome.
Rapidity of progression of neuropathy, a history
of bronchial asthma, peripheral eosinophilia and
very high ESR made us to suspect a vasculitic
process in our patient. It was confirmed by nerve
conduction study and sural nerve biopsy. He was
treated with intravenous methylprednisolone with
cyclophosphamide which completely reversed his
symptoms after 9 months of treatment. Prompt
diagnosis could avert unnecessary treatment and
financial burden of intravenous immunoglobulin
with a probable diagnosisas GBS.

Hence, we conclude that EGPA can be a
differential diagnosis of acute symmetric
polyneuropathy, like GBS. A thorough history and
investigations  suggesting  vasculiticaetiology
mandates early initiation of immunosuppressive
treatment which can lead to complete recovery.
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