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nisolone : PSL) THEZIT-> T\ . BBPICEBEREERNOLSBLET EEHR) HFHIAL L6,
UPEEARE G- . BEREEZMRIBETEEMBEER S LCHEGERABERX 283, X704 K/NILRE
HEEITUAECAMAIZERICKEL, LB 70K X7 73K (cyclophosphamide) 3#% (IVCY) #
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Antineutrophilic cytoplasmic antibody (ANCA)-associated vasculitis (AAV),

Eosinophilic granulomatosis with polyangiitis (EGPA), Hypertrophic pachymeningitis (HP),

Optic perineuritis (OPN)
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MEEPERE R 2% (hypertrophic pachymeningitis : HP),
AR PH 25 (optic perineuritis : OPN) ZwW 4 h 3
ANCAR#IM4E % (ANCA-associated vasculitis : AAV)
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FAERT & D IERR SN TB Y, HHFEAT v 74N
DOINPETHEIEIRD % L LTz, i MPO-ANCA
H3989IU/mL & FMHTH ), LIEHMBERZRLT ST
e B & OREAE I AEROFEMRE CREE, 747
VA FEFCIZED W00, JEBHAEEA O ZH W 24
BRIKIZM AT 0, WFERERYES F8 IS 2V W 3 EIE (eo-
sinophilic granulomatosis with polyangiitis : EGPA) 2
FELBEVHRRITR CTH - 7. EEBKRITR3IEAZ T
NThi7z L, 28R R ZRIET 5 TIBORIC5E
T, HFEREREEIASEAT L2 & v ) BREE A 5,
AAV-EGPA & &l U7z [JEA: 578748 4 5 e D5 W 1 7
1) — : Definite (b) %#ii§7=9]. YL F=vur (pred-
nisolone : PSL) #:i#& A L (PSL 25mg/day), ANCA &
1 BT LAEIR B L 7228, PSL 15mg/day (2%
HLAEZABMMEPE &L 3 LR, B
Fa—T &AL, B20XX+ IR, 4=
TR O B2 5 % RO R KGR Cri IREIE & 2, $i
A NWAEOR G % 2\ 7. BB I3 e U 72 258 | e
L, SOICHIMKTFA2AMB L2720, BHE MRIMA % i
TL72& ZAHP %%, PSL % 10mg/day 2* 5 20mg/
day ICH R LB L 72, ZOHB AR <7 (mepoli-
zumab) % & A L CPSL O & % ik M 7223125 mg/day
WIS A ETEFASHIR L 72729 15mg/day TOH5-Hk
fre LTz, 20XX + 4RI HR ARSI 2 2 e A4
IO (008 Ot F) ASHBL,  KEATEE H 12 L F}
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Table 1 Laboratory findings on admission

Hematology Biochemistry Serology
WBC 855x10°/ul. TP 6.4 g/dL CRP 1.69mg/dL
Neu 90.1% Alb 32g/dL MPO-ANCA 431U/mL
Lym 43% T-bil 0.7mg/dL PR3-ANCA 1.3U/mL
Mon 44% BUN 155mg/dL HBs ag 0.021U/mL
Eos 0.1% Cre 0.63mg/dL HCV ab 0.13S/CO
Bas 0.1% Na 134 mmol/L RPR (=)
RBC 4.81 x10°/uL K 4.1 mmol/L TPA ab (=)
Hb 135g/dL Cl 97 mmol/L HIV ab (=)
Ht 41.9% Ca 89mg/dL T-SPOT".TB (=)
Plt 311x10°/uL AST 19U/L
ESR 112mm/hr ALT 15U/L Urinalysis
LD 197U/L Occult blood (=)
BS 163mg/dL Protein (-)
HbAlc 72% Cylinder (=)
BEaAbE o572, DK E LTHP, OPN2Y% 2 Hit/z. PSLIg= 2 Tes®
BEAEHE © USSR, TIONBMIE I g, WIREE, LR HPORAENS Y, FARIBES OISOl
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PRI - JRIEAEFT L (Table 1) @ MPO-ANCA I RAEIR
IERERT & FAE 2 7o 12D CRP DIREE B 7% 38 72,

MBS - /2 B E RO T PIERE L Th DDA
(Fig. 1A). 45 FRICHER L.

MZWRERFBCT (Fig. 1C) © Wil OV F AV /SO
PR, SRR, SJEXREORIEZED. T
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ABERElIEE CT (Fig. 1D) © #0712 BB ITRER
AL LT 7zAS, PR T o —EBid FE R R A
DEHRL o TWz.

A BB ER & 5 MRIARAS - W OME  (Fig. 2A, 2B)
B L O EE5T RERo 7z (Fig 2C,
2D).

FZWIRER AR AY - USSR, hematoxylin-eosin
(HE) Zefts. Fiifaie & A8 BEABRIE T2 (Fig.
2E, 401%). PRI L 725055 S RE R iR e S 2 B oo
HAROTBY, M/NLEFPAIC S FRRERR ) » /38ko
R % ROz (Fig. 2F, 2007%). S0 WIHEMELK R
AT A FHIRIZED Lh o7z

BRI © BRI MRUMAS 2> S BT, BLBF R

FaboEHM L7, ABRBIHRHLID AF VT L F=
't~ (methylprednisolone) 1,000mg/day 2 & % A 7
T4 KoV AFEEEITL, BEOFRZICE D EHDIZ
HRPICYWFE L, BTHRH OB TEIX07 £ THYHE
L7z, #4%%H X ) PSL40mg/day & L, Difg1~23HH]
LW E T o7, BEURNEE, IREEE QRETL,
PRI D722y 7 B8R A7 7 3 F (cyclophosphamide)
POVABES BT A8 E L, H8MHH, H29WHIC
500mg/body & #5- L7z, E30WHICEEINIZI0F T
YL, B FEHICSNE LB E ko7 (Fig
1B). BEEZIZ4BEB LDy 7 aRxA7 7 I FES%F
347V, PSL% 125mg ¥ Tk L2 BfED L 2 AH
RIZAD TV,
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AAV IZ P h BRI B PR DS 53 B /M I KD
WTHY, EHFOMERINAEEERET SR T,
256515 2P 3 ERE  (granulomatosis with polyangi-
itis 1 GPA), WFRRERIEZ M E & W FHEE (eosino-
philic granulomatosis with polyangiitis : EGPA), SHf%
$iMZ3EIME % (microscopic polyangiitis : MPA) 1245
FHEINDDS, WHRBAHELET S 0%, R
WRDS TR & o TIRZATH) 2L DB hwv. —7,
AAV D 7 5 THRAPHE L 20 % FERE & LRy B4 B 12 56
JET AL Wb TEYY, Mgk, LimEgk, % 7
Fsk7ESOMEHNS {, ERE LCidFem, iia, #Hh
KT, i, WP RooNs. IREHEZ L
AAVOYFRE LC, B 183BI D% H KRG Tl
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Fig. 1 (A, B) Visual field test of left eye (Goldmann perimeter). (A) On admission, the left eye had only a slight residual vi-
sual field in the upper nasal quadrant. (B) Visual field examination at discharge. A marked improvement was noted. (C,
D) Unenhanced chest computed tomography (CT) scan. (C) At initial examination, lobular central granular shadows,
branching shadows, and thickened bronchial wall were observed diffusely in both lungs. In addition, reticular shadows
and infiltrative shadows with internal air spaces were seen just below the pleura in the bilateral lower lobes. (D) On ad-
mission, the findings at the initial examination had improved but a part of the area just below the pleura of the lower

lobe had become a cluster of cystic lesions.
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(54%), Vv F¥ <7 (rituximab) (36%) %% < fFH
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ZOWEHIRVPABLEDZ L Tho7:. EGPAICEHEL
7 IRERIZ 183 B 861 (4%) LA 7w, MAREER
ZDIHL6B (75%) LEHETH Y, BRI D%
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M5 2%, PSEREYERZ O E N RS 01302 HP
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12X 5 OPN AT Hh 529,
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EZ 5N TWAY, OPNIIEMRERLIERDEHM L TWwW5b 72
DML L OEBPWEETDH D, B - EINIXIRDE
PP 77 B =7 23852 T1 56 MR %> STIR {2
JATH A9 Fril e LTI 2 A L 72y
DERYEE - BESETH Y, AR T tram track, i
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Fig. 2 (A-D) Brain magnetic resonance imaging (MRI). (A, B) Gadolinium contrast-enhanced T1-weighted MRI image. Du-
ral thickening was observed (yellow arrows). (C, D) Short inversion time inversion recovery (STIR). High-signal intensity
in the left peripapillary optic nerve (yellow arrows, C-doughnut sign, D-tram track sign). (E, F) Pathological findings of
transbronchial alveolar biopsy at diagnosis (HE staining, E- X 40, F- % 200). Two specimens were obtained from right B®a
and right B%. (E) The alveolar space and bronchial wall were sampled. (F) Numerous eosinophils were observed in the
thickened bronchial wall, and infiltration of eosinophils and lymphocytes was observed around microvessels. No obvious

granuloma formation or fibrinoid necrosis was observed.
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A case of antineutrophilic cytoplasmic antibody-associated vasculitis presenting with
marked visual loss due to hypertrophic pachymeningitis and optic perineuritis
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The patient, an 80-year-old man, had been diagnosed with antineutrophilic cytoplasmic antibody (ANCA)-
associated vasculitis and was treated with prednisolone. He was urgently admitted to our hospital due to a sudden
loss of vision (photoplegia) in his left eye and headache. Contrast-enhanced magnetic resonance imaging of the
head revealed hypertrophic pachymeningitis and optic perineuritis. He received steroid pulse therapy, which im-
proved his vision significantly, and was discharged after starting cyclophosphamide pulse therapy. Hypertrophic

pachymeningitis and optic perineuritis are rare complications that can occur during the course of ANCA-associ-

ated vasculitis. They require prompt diagnosis and treatment in collaboration with other specialties, as they may

impair the patient’s quality of life and survival.



