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A Case of Eosinophilic Granulomatosis with Polyangiitis
Presenting with Subarachnoid Hemorrhage and Mononeuritis
Multiplex
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Eosinophilic granulomatosis with polyangiitis (EGPA), previously called Churg-Strauss syndrome, is an anti-neutrophil cyto-
plasmic antibody associated vasculitis, accompanied by asthma, hypereosinophilia, nonfixed pulmonary infiltrates, and
sinusitis. Peripheral neuropathy is common in patients with EGPA; however, a few cases of EGPA with central nervous system
(CNS) involvement have been reported. A 45-year-old female referred for right side weakness and posterior neck pain was diag-
nosed as EGPA with subarachnoid hemorrhage and mononeuritis multiplex. She was effectively treated with a high dose gluco-
corticoid, cyclophosphamide, and intravenous immunoglobulin. EGPA with CNS involvement is uncommon and causes sig-
nificant morbidity and mortality. Therefore more rapid and accurate diagnostic evaluation may be required. EGPA should be
considered in patients with neurological symptoms and hypereosinophilia. (| Rheum Dis 2015;22:190-194)
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Eosinophilic Granulomatosis with Polyangiitis Presenting with Subarachnoid Hemorrhage
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Z a0l A2 AAFol W= Ak (Figure 2). T 4]
HogolA= A Fulgsd £7do] Hldh

2 ol 7 Aol A WiE T 33,150/mm’ (XA 62.7%)
o]R 3 FPY+ H7} 45 += 63 mm/h, C-HESA] w2 1,99
mg/dLE Z7}5]0] 9lglh. Wei @ 44 43 8.8 mg/dL, el
oleld 073 mg/dLz Aeldden, WA dE:x
(11-15/high power field)7} AR 24417+ Thl= 664
mg/d=2 A= ek 7H3]H o3 FH S o] 83 ANCA 7 Abel]
4] cytoplasmic ANCA (c-ANCA)E 244019131 perinuclear
ANCA (p-ANCA)= 1:3202.2 7Z}ekAlolgltl. Enzyme-
linked immunosorbent assay (ELISA)E ©]-&%+ SHEAIE
3 3} 48} & 4 (anti-myeloperoxidase, anti-MPO) <= 6.3 Index
(F31A]: 1.10 o]/ A] kAl o2 ool o, gebm el g4
(anti-protease 3)& <A o1k Fule] QA= oA (41.2

Figure 2. This chest computed tomography shows diffuse
ground glass opacity, interlobular septal thickening. Small
nodular lesion was seen in peripheral left upper lobe and right
middle lobe (arrow).

Figure 1. (A) Non-contrast- en-
hanced brain computed tomog-
raphy image demonstrated sub-
arachnoid hemorrhage in basal
cistern, suprasellar cistern, peri-
mesencephalic cistern and pre-
pontine cistern. (B) Volume-ren-
dered cerebral angiography im-
age shows mild segmental ste-
nosis at the P2 segment of left
posterior cerebral artery (arrow).
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IU/mL)o])a1, g3k, HA|, venereal disease research
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Figure 3. The progress report of this patient. Eosinophil count,
anti-neutrophil cytoplasmic antibody (ANCA) titer and periph-
eral neuropathy are improved gradually after administration of
high dose methylprednisolone, cylclophosphamide and intra-
venous immunoglobulin (IVIG).
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Outcome

Death

Treatment
MP (1 mg/kg/d), CYC, followed by

daily PDN 1 mg /kg

Angiography

Left vertebral artery dissection

ANCA
P-ANCA: positive

count (%)
9

c %2}
e e
- =}
S N
= N
Q g
c Q
] c
E | S
—_— @]
2 e
c c
£ S
|_

X

)
g | =

L =

o
<°<° | ™
~
® ~
s —
o b
T
@)

Table 1. Summary of reports of subarachnoid hemorrhage in eosinophilic granulomatosis with polyangiitis patients
Eosinophil
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Remission

PDN (1 mg/kg/d) and
CYC (2 mg/kg/d)

Vasculitis in the basilar artery

C-ANCA: positive

46.6

Severe headache

47 F

Case 2 [10]

without aneurysm or arteriovenous

malformation

Remission

Coil embolization and PDN

Vasculitis in the basilar artery and
intracranial dissecting aneurysm

Vasculitis

ANCA: negative

38.4

Severe headache,

vomiting

F

36

Case 3 [11]

Not descriptive

Remission

MP

P-ANCA: positive

17.4

37 F  Severe headache
Headache,

64

Case 4 [12]
Case 5 [13]

Eosinophilic Granulomatosis with Polyangiitis Presenting with Subarachnoid Hemorrhage

CYC (2 mg/kg/d)

A left PICA aneurysm associated
with a focal narrowing of the

P-ANCA: positive

10.9

nuchal pain, vomiting

ipsilateral proximal vertebral artery

Mild segmental stenosis at

Remission

MP (1 g/d), CYC (15 mg/kg),

P-ANCA: positive

62.7

Right side weakness

F

45

Our case

IVIG (400 mg/kg/d), followed by

PDN (5 mg/d) and AZA

the P2 segment of left PCA

ANCA: anti-neutrophil cytoplasmic antibody, AZA: azathioprine, CYC: cyclophosphamide, F: famale, IVIG: intravenous immunoglobulin, M: male, MP: methylprednisolone,

PCA: posterior cerebral artery, PDN: prednisolone, PICA: posterior inferior cerebellar artery.

Fkstdm, vl wE 7)o 2E|Ee]=9} cyclo-
phosphamide®] W3 X85 AT = Act. 221} o
A T A & FRARETo] thA] odtE= £
= 2ol IVIGE F7F& Fofalqla, o] % 3kt whxAA
WEo] TAEMA 5 AR 7 Aol 35S B
th. EGPA $hA}ol|A] w2417 Sl IVIGE] Foi7} &3t
E 5ol FEle 199140l A5 Bl sgloem, o] vt
29l A&7 IVIGY] Fol& AFHQ X527t A Fels
o] K] 9ieh9].

EGPA 3tAtol| A A Frtsldo] Fubs oA F#lE
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F2+s}%4 (perimesencephalic  non-aneurysmal — sub-
arachnoid hemorrhage) ¥} Zeo] vl F5"FA 3ol o3t
7357 el ol A= AL MEdel Jla JH
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