60 : 500

%= R

Mrya—WUhrr<r7a7Y YIE%ZfEv MPO-ANCA B 8 I8 E M4 i 7% %
£ L2 RS2 38145 25 W 3ERERE o 1 61

v A Y P

sk Wi

i)ﬁﬂjl)*
FZFIRFRD AR

M
R

BE EMIE 66 Mt TR AEEOENT, HRFHNFFRIIAREBREIR SEHESE, BWTES, J

ARIOKREET 2530 7.

G858 MRI CAAIESRE £330, HH L EEICASFEN R S>h7-. MPO-ANCA 53

B TRISRERA, [EXHRGERD 20, BEREREDT, X704 FHPENDLA-OERRESROELMERN
IFPEAE (granulomatosis with polyangiitis; GPA) &ML= BoO—MH > ~50O7 ) D ME & REMEERER
DOREEMICOVWTHREY H Y, REGITHEMN2RD, REETAEZRIICKRT S CITBEHL YN 5 3.

(BRPR##% 2020;60:500-503)

Key words : JEEPERE 58, 258 1MAE kA IERE, MPO-ANCA, BEFEAMOHE I o— 7y~ rua7) v

B
IMiE, ANCA BH:ELIMNAS %

FU &I

%3 4 W 3 IEJE  (granulomatosis with polyangiitis;
GPA) 3L MEDIME %1245 ANCA B#IME 2T, MEHE
WREREOFREEL L THON TN EA, BEAHOH, 10—
vWJ v~z 8a 7 viidE (monoclonal gammopathy of
undetermined significance; MGUS) % &4t L 7zt 13 4 7 v,
A alFk % 1 X MGUS % £\ GPA % A 0F L 72 IR PR s 45 % 4%
BRL7-DOTHET 5.

E Al

JEG] © 66 1, W

FFF - LTI OE R

BEAEEE © O ).

BURIE - 2018 4 4 HE X W BN, 5 HEHL D 55
DERBEL. HBAICHEEOEN, FEEREE, N R
&, EHMOWEMT, k2SI L, 7 HI2 LBt
BEZH L MERECIKENCO EA %R0, HEE
MRI CTlx, T, @k TaETE*EL, &g T, Wil cEe
B EE D GRBEE E TR A EBIEAMORZE L (Fig.
1A), WA BN O EFEHOBEE 25/ 5 (Fig. 1B), 41

SHFRA AR L C BRUEAE S48 A & AT L 7. Wiy i
THRIEVERFIEMRL % 320, YRRl L7z,

ABEREEAE - R 36.1°C, [+ 117/86 mmHg, /CA%% 103/
G (4.

TR ARG AL © JCS-0, RT3 R34 i 9710,
HIEE 7710, A FHHES 7/10, WREIIELHBAITERT LT,
BB E, IR E, DRSO KR E IO 4
ol

R BFEE AR AT B I AR AS T U WBC 12,700/w, CRP
8.9 mg/dl, ik 1 HHEME 83 mm & E T, BEAUER®IZ4T
Fatk:, ACE 5.4 U/, IgG 1,672 mg/dl, IgM 124 mg/dl, IgA
204 mg/dl, PR <40 £, IgG4 77.2 mg/dl, PR3-ANCA
<0.5 U/ml & IE#§PHA, MPO-ANCA 4.0 U/ml (3.5 K&
M), IgG-A T M &P TH - 72, MBS T3 T
60 mmH,0 T, #Mifa% 18w (ERER @ ZEER= 1:17), B
60 mg/dl (ILFE 108 mg/dl) T, #&H 57 mg/dl, IgG index 0.9,
IL-618.2 pg/ml ¥ EFH- LTz, JRFTR T, R 2+, &
Hx, #-Td o7z FAHMRI TlE, BTSSR HBMTIC X 5
EIBREAL LIS A 7% <, L O BRI EAL L Tk
(Fig. 1C). MiEEB CT TP ) » /3B DJERIE R 5,
TNl 5% S6 12 5UVE ARG ATR & 7.

FRELFIT L+ FHPER TIEASHLRN 2 /NZEIEAS IR U 7 Rl A

*Corresponding author: FE V. FEREBEAIG R 2 >~ & — itk AL (T 983-8520 & 3l T B 30 8T X 3 BF 2-11-12)

U [ SR BERAR AL R o 8 — i AR
2 W BERE AR R o & — R TR
O LR BERRAI S R £ > & — By R

(Received December 30, 2019; Accepted March 5, 2020; Published online in J-STAGE on June 13, 2020)

doi: 10.5692/clinicalneurol.60.cn-001411



MGUS % f:\» MPO-ANCA B I ELPERE S 4 & 52 U 72 BRS B 26 S8 M5 4 1 A 3R I o 1 910

60 : 501

Fig. 1

Brain MRI.

Gadolinium-enhanced T, weighted brain MRI (coronal, 1.5 T; TR 580 msec, TE 16 msec) on admission shows the cerebral dural thickening on
the right side of the skull base (A). T, weighted MRI (coronal, 1.5 T; TR 3,850 msec, TE 82 msec) on admission shows mucosal thickening on
both maxillary sinuses (B). Postoperatively T, weighted MRI (coronal, 1.5 T; TR 3,850 msec, TE 82 msec) shows deterioration of the mucosal
thickening on both maxillary sinuses and increase of the opacification on the right maxillary sinus (C). On T, weighted MRI (coronal, 1.5 T; TR
3,850 msec, TE 82 msec) after treatment with steroids, these lesions clearly improved in both maxillary sinuses (D).

Fig. 2 The biopsy specimen of the dura.
Resected dura stained by hematoxylin eosin (magnification X400, Bar = 50 um) shows multinucleated giant cells around the necrotic lesion
(A). CD68 immunostaining (magnification X400, Bar = 50 um) shows CD68-positive cells around the necrotic lesion (B).
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Abstract

MPO-ANCA-associated hypertrophic pachymeningitis
with monoclonal gammopathy of undetermined significance: a case report
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A 66-year-old woman presented with dysesthesia over the right side of her face, hypoglossal nerve dysfunction,
dysphagia, and dysgeusia of the right side. A MRI scan of the brain revealed cerebral dural thickening on the right side of
the skull base, and histopathological examination revealed granulomatous inflammation of the dura. Based on paranasal
sinusitis, bronchodilatation, laboratory tests showing weakly positive MPO-ANCA, intact renal function, and the patient’
s favorable response to steroids, we diagnosed the patient with limited granulomatosis with polyangiitis (GPA).
Reportedly, autoimmune disease might occur in patients with exacerbation of monoclonal gammopathy of undetermined
significance, which was observed in this case. This suggests the utility of immunoelectrophoresis.

(Rinsho Shinkeigaku (Clin Neurol) 2020;60:500-503)
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