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N VL Al 9 12 & 2 BRI REE @ 3 5

=i EEV, /LA B R A8,

#2V, IRE AT, AR E—"

VRR IR B IR AL R, O K R A S B

B B:EEMEERIIEIEoRERERERES
THBRNEFhEKEETHS. H4lE p-ANCA (#%E:0H
HAFh Ik EIRE) & 5 I 1gG 4 BB ERIE DR
BEE - BEMEERD 3 EF 2128 L /-

fE I GEFIE 61 ~T6 K C, TEI 26 TdH - 7.
FIRGIA 26T, MIRFERFREEE 16, 4 IROBERD
FIEHFAD 5 0.3 FTT, 2FISRAT Y v HEDET,
BEREED TV A KU =7 LES magnetic reso-
nance imaging (MRI) CHEE U 7=FEfE £ 53, IEEMRE

BREZH L CRIBREX 701 FEEET o/, A&
%, BEHRNIZ0.825 2.0 DEE THEL /-

& & EEMEER I EENESHE ICED OSN3,
RE M PAAR AR E PRR R MR R ICRBEHREL TV 235
&, BEMERERESRICHEEH K27 LER MRI
ETORLENHB. (HIRSES 115 © 602—610, 2011)

F—T— K EEMERE, /AT, BE AKFUZ
7 LiER MRI, BIBREX 704 KAk
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Abstract

Purpose : We report 3 cases of patients with
hypertrophic pachymeningitis associated with perinu-
clear anti-neutrophil cytoplasmic antibody and 1gG 4-
positive plasma cell infiltration.

Cases : The patients’ ages ranged from 61 to 76.
Two were women and 2 cases involved one eye only.
Initial visual acuity of the 4 eyes were counting
fingers to 0.3. Decreasing of critical flicker frequen-
cy and moderate headache were observed in all cases.
Definite diagnosis of hypertrophic pachymeningitis
was made by enhanced MRI (magnetic resonance
imaging) using Gadolinium. After systemic adminis-
tration of methylprednisolone, all patients showed
improvement in their visual acuity from 0.8 to 2.0

and had no recurrence.

Conclusions : Hypertrophic pachymeningitis is
common in elderly patients. It is highly associated
with headaches accompanied by symptoms and signs
of ischemic optic neuropathy and retrobulbar optic
neuritis. Enhanced MRI is helpful in making a definite
diagnosis.

Nippon Ganka Gakkai Zasshi (J Jpn Ophthalmol Soc
115 : 602—610, 2011)

Key words : Hypertrophic pachymeningitis, Visual
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WESNER SR TV, poTiEFRgiBL &
NCTWADSEES K1) = 25E8 T 1 s m & 300
% (magnetic resonance imaging : MRI) & FH\\ 7235 Wi
MOESRIZLY, ZOMREFNEZ o055, ShlFk~
WX, 200 R AP AR R E R BR AR A AR A5 DS B b L7z p-
ANCA % 5 N2 IgG4 ABIE L TWwWB & & 2 b7z
JEERERE 5 0> 3 JE) % bk L 72 O THRE T 5.

n % B

FEB 1 : 76 5%, Bk

FFF  EMBEEE, AT

BUREE © 2009 4F 8 A & b EMIBEESE AT, 10 A 10
H, FHEIWMET2HEE L 0EEZSH Lz, AR
0.01(EIEAHE) TH D, BRFE7 ) v # i (critical flicker
frequency : CFF) I3/ 12~15Hz &K F L Tz, AR
I CIEE AN BIROHEE K IE % 720, BB Es
MFFEDEEC 10 H 15 H KA IR B 912 TRk
FREEIRER (DT, 48 2finxs L o7,

1 ES 1 OMZRHERESE.
BT OBAEFLIA 0 305 H3 R R AW,

JEIEPERERR € 3 B - it 603

BEAEIRE © AR 58 IME £ CRIBT AT a4 F 7
mg/day Wk % 1T - T\ 7z, BERIE, &IE, C BT
98, FEVEMEOCEME), "R D o 7-.

RIFBIRERT L © 41771347 1.2(1.5% +0.75 DTceyl —1.00
D Ax 80°), /£ 0.01(&1EARE), FRIEIXA 13 mmHg,
& 11 mmHg. AR A9 A J7 & FL K8 2% (relative affer-
ent pupillary defect : RAPD) 28/ 1214 T 1, CFF 1%
HA40Hz TH o 7225, LIFMERETH 72, REES)
WZEEIE 7, IREGEB)RE b RO 2o 72, HIRET,
HFIECIRICERE B0 b o 7z IERAE CIEERIZ
g aRod, LERITEMED LT ORI
ThY, FLETHICAKZZOZ (K1), 7vt L tAg
VADGIR RS R T, BRI 15 A L IEH T
by, EIROAKD L OEERORLEZRDI2DAT
Hoz(HM2). MiE - EALPRATIE, HmEREUIIE R
WHEHTH Y, BEOEIN %D 72, Crelative protein
(CRP)2.8 mg/dl, #RVELKEHE (LT, 2R7E) 25 mm/1
hr EEEEE BA LTz, HulduR, vy ~F /7, M
Jia B BT o ER MR & BTk (cytoplasmic anti-neutrophil
cytoplasmic antibody : c-:ANCA), p-ANCA X & T
Holz.

ABER#e M - BEEEAL MRI M2 EIT L7728 25,
BEAE T 2 & FE IR O 5 L R 2 AR BRI AL DR
S, BERENE F 2R DEEb I (K3). BHIZIE
LB E R L o7z, BHEA M) =7 AR MRI
MRAL % T L7z, Bl MRI o T 1 SRR TR SN

SEAL DORERE D AEIE SR80 B N7z 7200, FEEERER 5 &
S L7z (B 4) . BEHRA I CREFGIIB Z o B hn % 780
4, BEWAEEIE50me/dl ERE R L TWIDORT
Holz, FRE L CEIIGEREHML, 10 H 17 H
LD 2704 RV ZEERAF VT L =gy an
7 ®:F b1 A 1,000mg/day) % 3 HEfT-72. o
MR, AHJ313(0.15) Lo L7z, MEENEL BRI,
AUE L WA 2 E B L2720 Lz s Bbi

11:00

2 EBI1 OMBETIVE L1 CEERKEZRE.
a HEAHIOBEIEO L o7 b RIETHIED b OEEA O T 2 o 7.
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EG 1 O AREASFSEERE #E magnetic resonance imaging (MRI) T 1 3&5AE1{%.
RN TR NG 3 -E“ FENCAE TR 2 R0 72 (K. b KPR ARSI SRS RIRRE %2 20

4 FEGILOBHODOEEH KU = LER MRI T 1 EBRER.
a BRI, FERRASE, IR S PR GG A TR S M AW RO 72 (KHD. b KPR NEE)
JIR T B L2 B 58 S A 2 28 % 7RsD 72 (RHD).

LU TREENBRERD 5N/Z0T, 1I0H24 H75 85 FIMESRIRIE R EA T a1 NG Elitss 2 &
12227 —VHDO AT OA RV AEER T 72 T DHESNTVDL T 06, REFD FBEICEIE R E A
BRIBREAT A FONIRGRICEI D Ex, HE LD T4 FCRELL 72 p-ANCA B EARE AR 455 & 3%
WL E T 7z 7mg/day 75 40 mg/day ~HE&E L 72, WL 72Y, BB EATO A FH5%ICEHT0.8) &

Z0tk, MBEREATOA FZifigkl T\w»&, HIE 10 o L, AL E T oBRIEHE L 2oz
mg/day THERF L T\ 5. AIEBITILICHK p-ANCA I 7z, AeAEPLUE LB IR L2, BIRRE AT oA
PO L FME K TH - 7255, URWHREIZIE F¥5.% 1 A ©#Es2 MRI T, #5081 & E L TR
p-ANCA 1ZREHAL L T 72, p-ANCA BB £ Z OO 72 (14 5).
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5 EFI1DRIBEEXTOA RESHOEEH K =7 LEF MRI T 1 E5REER.
a BRI, ZTERAL ORI L T2, B IRIE R P2 U 2 o 72 (RED). bt KTIE. 7
PISHB IR JE] B O ZE 50 D 35 52 AT D BBl A/ L Ty 72 (RED).

’

b

r T e n
- " - -

6 EM 2 DMZRRHFRE.
a tEIRICKRE SO EEZRS. b AR RS EHANC E S IROHEF RIBO HAETE L 72,

FER 2 0 75 5%, k.

FFF MRS,

BRI £ 2000 4E 10 H WD 5 O SR A~ BHTEZR I 2
OB L, R CHEMIER MRI % fifT S h
2. BEIERO SN o 2hY, FOBD NI L
Tz, [ 12 A2 5 HROENDET*HEL,
HEERB 22 Lz 24, #171340.3), £0.8)T
HY, CFFIRIEHTH o7z 12 AT HEN, T
BEEAHIAL, 20104F 1 A 7 H X B8R EENKT
*HRELEELX S, Ak, PKICERE 2207,
v ¥ o — & W@k (computed tomography : CT)
AT L7275 e B il s v o7z, 1 H 15
HIZIEE A EFE 7, £ 0.0DIT L, MmREREZE

MFEROENT 1 H 16 H4UB 2 BNZB L ko 7.

BEARE 2006 4F 7 & Ak NI O 2 I T AT IRIGE S
Tw5h, SIfiFE, Meniere WA 5.

MWL - GO (R IEARRE), 7£0.01 6%
IEARE), ARFEIXM 12 mmHg Td - 72, CFF 2l &
bHEARRTH - 72, IREREE)EE S R IRERGEB) R 1L 52
DN o 7z, BIIREAT R CIERER & b ICKSERDR
WEREO, IR, 704 LA EbiREE R
TITEFIRD L h o7z, HEITERIPOR R, IR
BT, BHICZNENEROBUBERIEZ 207 (M 6).

Mg« AL T, Rikid 36 mm/Lhr & &AL
TWw7z75, CRPIX0.12mg/dl L IEH TH -7z, ikt
fk, Vo <FHT, c-ANCA, p-ANCA fi, HCHiEIE
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7 IEfI2 DIRERAH K = L& MRI T 1 585RE1&.
a IR, NIET 2 M AERERICHERORIE 2 o 72 (RED). b o ACTET. BREEEANET OO LS
RO 72 (JHD).

baEtcd o7,

ABEtEREE © ABERAIZ, BHEA 1) =7 Ak MRI
WA % fEAT L7z, T 1 SRER R C sl i, /M7
> MEBR, REHEEAMEOME LR L Tz o,
JEEMmRE I & R L7z (7). B <, S
Bk 10/pl, BEHAE 131 mg/dl &R EA L CwWizas,
LM OEIR L IRGIBENEE 272, BHEID A
FOaA RNV ARE (A F VT L F=varyans gy
FU w4 1,000mg/day) & 3 HEAT - 72, ZD#EE, 1
H21 HIZHEEA1.0), £0.2) cesgl, HE LM
MRE bicehsE L7z, RRMERD 7O ZEGHE, B~ —
H—, WHWROBIREL T 72755, JENZIFETE
nholz, BUPURIEENE TS - 725 LT & b A
HY, LT A D Tm/10 5 & BRSO T = 580
7o, BERZ SO OEREARE BT L2 25, Bk
DWEERREIEHITRD b LTz, HE SO UL L HIEZIO
7o, 2 72 HEEBAEMZ AT L7, ZORE, TR
FRMEIL & V) 2 oXER, TEEMIE 7 & OB SEMILA TR
L7z, REG T [gG 4 BRI 2SD 7e 20 & 3778
HoNZ(KS8). 2A 10 HLWHEEAT T A K5V AR
%% 3 HEATV, ZOREIEEEAT T A F 30 mg/day
OMIRE B L, 454 2l L CHAE 16 mg/day OW
R Td 275, IR TIEEOTES T, BERR L%
fELCwev, BHE, WETREEOWEZ RO, B
BATuA 5% 3 2 HOiER MRI TR L=
FFEIICEEE L Tz (K 9).

HHE LT L C 1gG 4 BEEE DO G HIEDMER 21T o
7z. Schirmer 7 A F T4 bmm, A 7mm & EEDJR
WATIFE DL T % 320 MRI TIRBEOBE KILF20 7% 5o

72 SRR O i A OB AR sz, F 7z, TR
L 72WEEIR S b R 7. MRERE CT, ) v as v
F 757 4T, ZOMIZHS 7% S B IEE TR
72 & 1gG 4 B B 2 BEbE AT RIEEEO SN hr o 72,

FEG 3 : 61 %, .

FFF AR, B,

BLFRIE © 2009 4E 8 AH X ) AR & BREFRIZ A T
O, 178, WRREESHHEL, 9 A2 o 8H T 1
L7270 EIRRN & 2535, AR BRI D582 Tl
BE B AR A A S L7z, BHEBHLHE MRI Mg % f 17
L, MEEL BEbh Tz, ok, HEBOME, H#
TET2HEL, 9H 19 HISEERMZHEZZ Lk
A, HANAE0.3), £Q.5) EHRENET %37,
FHHIRO CFF & 22Hz YIETFLTB Y, HIREkZBHE ML
PENCH H LR E A L.

BEAIE © AN CRERIET TH 5. HEARIVECRZ
FED @ 5.

SR R - 771345 0.15(0.3% +2.25 DTceyl - 1.0
D Ax 80°), /& 1.2(f&1EARE), RAPD 25412k METH -
7. S RIREEBREE IO R h o 278, EHRT
WY 2 A ROz, IRERGES R L0 SNk o
72, ATHREBCIZMIAR & & KR DRE DO A% R, HRIK
ICERFEIIRO SN o/ HEA N =9 41k
MRI ##& % §Ef7 L, T 1 5630 M {5 C A5 B 50 o
(TR R AR OB GR I 2 & FRO, WA & e L CHRES
PIRRARE R R U2 & R R 2 7R 72 (M 10). F 72, /&
NG T M B L RO LR & B /- 720, U
PR s & ol L 7.

Mg« Afbs ik, CRPIZ1.4mg/dl & EH LT
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Cataall o e

a  NTINFIY Y e TV HE) R, ZHOY NEROFHEE D 72 (A —)box— 1100 pm).
b 1 1gG4 DER, DD 1gG 4 B EMIEZ F2o 72 (RED) (A7 — )b N— 1 50 pm).

9 EF2NRIBEERTOF NRSHEDEEA KU =7 LEF MRI T 1 EREER.
a @ RERIE. M > M AERRROTEBAEE AN LTz (A, b KPR, PRBEER 7 A o TR R
b N LTz (RED).

Wi PUEPUE, U o~ F KT, cANCA ZBHETH -
7275, pANCA DSt Cdh -7z F72, EYE, B~ —
B —bBETH o7, BEERATIE, BRI EL 39/ul,
BEA& I 36 mg/dl & LA LT,

ABEtaRE © ABefk, A7 04 K78V A (A F )L
TV F=vuaranspgr ) a1,000mg/day, 3H
M) %4To72L 25, HHEIEQ.0)I1ICSEEL, EHEIK
# L7z, FRILT p-ANCA B CTH - 72728, p-ANCA
B E AR SRR S & BT L7z, AT 0 A RSV A
%, BIBEEATOA F50mg/day DNIRIGHIZEH
L7z, Zotkiik L, BAE7meg/day TH SHHPHITET
RO TEHT, REFFROZILIED TRV, F
7, BIBREATOA FHRPIC p-ANCA oM L%

D7z, BIEREATO A F#5% 5 7 H 0% MRI
TlE, WEOE Y% o7 (14 11).

m % i

BRI PR 451, 1869 412 Charcot © 285 RASBH o
RO ALIE B 2 RS L, 2 D Gowers AMiE
D IR TR ZE % s LT B Y. BFSSAEER I 40 % DU
T, B n L, FRERIERTH Y, FICTML
DI VIRB IR | A K oA & S hopt . RE
TERERE 98 O UTFEERAT IS B2 NI O AR BRI, e
R KRB L SNTVDED, TORERMIZLN S
B RHER R RS, BEOHEH S IRER I 35~50
% IZPFFELCTB Y, TISHDET, HRETE, HREkE
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10 fEBI3 OFRERA KU =7 L&ER MRI T 1 #&RE1R.
a LRI, GRS & AR B O B EE S A SR 72 (RED) . bt KRR iR T 2 MIZBRIE L 7o

DIEIE % 7D 72 (FRHD).

1 EA3ORIBREXTOA FIRSROERH K =7 LER MRI T 1 251K,

a DRIRIT. AR O BRI L T 7z (RED).

72 (RHD).

PFEENMON TV EA, TOMICHR, FET, 5%
Bede, AHFARIRGE, MR, BRI &S %
SETHLH. DANIEEEREEL I IC X 2 RO E &
L CHBEERS IS N TEB Y, El, SUET, #H
PrredE 2 k3 B, BHSOHETIE 22 6k 6 &t
BV TH 72", Lo LikEomE <k, #KT

bt AW, AT > b OB O REIE AN LT

rEFRETLHDPLLLBEOLENL LR, 5FTIC
Tolosa-Hunt FEMEAE, ARESGUGTREMGREE B I NTE
TEFO—HEREEIZL DL DOTE VL EZ LN
f\/xé(S)’VS).

AR, MEEMER S © ANCA BP0 EF A S
THEY, ZEEFE L CHORERILE KL ST
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£1 3EFOELD
B i, WA R DB AR BEPEER AL K
- — T WIS 3 564 0.8) .
A ey SRMAOEES g 000 -
2w okt omm OO IR ooy NI gap  WOAMERE
/(0.01) @ 2 HH) L (12 HE)
BB, i
3 el ki A 0.3) Feobgn e 20 pANCA*
(12 A WAL e (57H)

*p-ANCA : perinuclear anti-neutrophil cytoplasmic antibody (% & 7 B3 rh kil Z i) .

® 2 IgGARERE DKL, REBZOEH"Y

g AR P AR

o BRI R

AR T R L5

1M 1gG 4 i F 5

BoRBURR T, &y a7 v IiE
TFERERN & < IgE o L4

7 LV — A (e R &) O BRI EHN

AT EA T 04 DA

O F AMED ) 233k - MR
PHZEVERIR 9

240 1gG 4 BT BN 0
LIXLIE L HO M IREREE & 5
JERIERZE & O AMIRA R 2T 5

xR 3 RERBINTVS IgGAEELBHKRE

H O RIZIE T A58 HEd - Wk
BRI 2 (Mikulicz 7) Vater FLEAER
AR5 2 M P TALTERAS %8
TR SE J¢ EIRGRIEE S
WAL MM 55 (Mikulicz 9§, Kuttner FE55) SR IREUR S
SN A PRANE - TR R4
Riedel HIRIR 28 TR
JiFIER ) > /R EHE R IR

LR i 9% AR R B R S
JiF9& TR 5%

I AR I B

V5, ANCA I3 ERMBE IS 3 2 HOAETH 1,

HFHERICER L, MRE) VY — AR ERRE O
Mk ) MEBOEERZR S 77, aftoEvrs
perinuclear-ANCA (p-ANCA) & cytoplasmic-ANCA (c-
ANCA AT BB A, WINb IMERDBW~— 7 —
TH Y, p-ANCA 25BN 72 2 BEJE PR R 4 D I RE (2
HORELNTH N5, 2D 3EBTD 26 GE
1, HEH] 3)I2B VT p-ANCA R L Tz k& 2z
Ltz (3 1),

NEJE AR 202 & AR EOKFE & LTid, BEL
ToREIRNS & B EREE A, AR A S RE AL 0D 2,
BRI L 72 S X B PREREESE 2 & B 2 b Tw b, 4
Mo 3REFNE, HDEELY £ LEF LD, HE
JED L CIZERBRHEMERDGEDLIL- D TH Y, wIh
bFORFIIHMRIE L M L e £ 2 6N, REOD
WHCIZERZ M ERETH L, FIEIC L > THE L 75
JEiZ MRI D4 F1) =7 A3t % 4T o TE Lo THT RS
N7 AL SNBSS AR O M LR &R

B2 TR 3 L REMRFETH 545, FER 1 & FES]
3 TIFHRINE & CBEED S p-ANCA 235K &£ 2 b h
7272 OREEE MU AT L 72 0o 72, JEBI 2 Tid p-ANCA
HEMETH ) ok T D HINAHTH - 72720, W
HEMR ATV 1gG 4 B ARV BB bz, O F
AED ) V3ER - REMLIZE % R0, OVF AMRE %L
EL TV EXRRIBREATEA FERIZERI LS
Lo 1G4 Mg EMsEEbN. L L, £21RT
D BEROE 2 LB 5§, T2, 1gG4 Btk
BRI IZ o722 &, SHOMFEERZE % 52D 2R 2o
722 & BIRESAIOMEE BN IR S o 72,

IgG 4 By H1Z Hamano 5 72%H O VEE S C ML
[gG4 DS EH LT3 2 b, RIEFEMHEE & HORENE
[FEgs & DA BRI THIALERIC T IgG 4 B E ML 014
R CROLIERME LI LD HIRBENLYY,
IgG41%, 42D 1gCH 77 5 ADH bR D7k
{, #1gC D 4% KiwThsb, MoV 7r 528 LR
MR AREE RVTWD, [k EeEEHE A L,
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ZOEEBETIgEIZZ SAAL v FL, TLLF—D
GERSICEE L TWwaY, LaL, 1gG4 D& oFF
HNEEDTla v, 1G4 BE BB, TR - AR
W% Td % Mikulicz #§, AL 47 A5 5T
WpW(F3). IgC4 MERBTIIRIEREATOA N
WEHT L EHRESNTWEY, REMEFER L L 1gG4
B RO B DWW TR AR 22 5 £ K Aokt
METH L.

RSP S DR IZ Z ORI L 0 27 2, B %
G HBER B T HIUIPIR I GR L B —E IR L, %K
FTHIUIHEREEZ ST 5. FREEDO LSS 4
VRS R B TSR RS B L 7 B C L IR R BT A
FOA FEGDPHE—RIRTH Y, —EHIIEATOA R
POV AEEDTOIA, L L, FIEEICIE )
DOPER RV BH AR RN 7 EDVE LR LE D H 5.
Ao 3ER S EFIRIB R EATa A NS L THA
FE L, BIFREGEZ 5. BEOME CIIHMRE
PSHEAT L ORI 2 284k & A U 7235 60 USRI R A
TUA FIHEEICKGET, HEEOTFERIARTH L7
JTREIZES72HEL H Y. LizaioT, K
BEFESTGEICIIRELRBHPEE THLLEZ LN
. F7z, SRIIIEHE S OFR A R D &
DEEROGRABREYET S,

BB EATOA FOKG®EIZE L CTid ANCA BH#
M4 %€ D354 myeloperoxidase-ANCA (MPO-ANCA) B
WM RIN T A2 EEY O b a—VERISHTEL L%
ZHNBY, —7J5, 1gG4 BEEBICR LT, BHED
L ARBREDNET > TR WO YETIE, ol
CHREHREICH T LRIEREAT 04 MG 3o
&, JRiER CRP 72 & @ S5 UG B 70 & OIEIR % b
EAZHiIR L T & 5~15mg/day THEFFC& 5 & 9 1281
BafioTWh, RO 3EFD L H 12, MR
TIZARSER DAL DREIR b 5260 % 7200, (HEICE L Tldsh
RENRFR BESRNE E OB R BIENLE L E 2 55,

F I AR A E R ER A AR R O RS I B\ T At
BOBID 72912 —HE 112 CT 2 MRI O 2T b
TW5725, L3 L b EEREE Tl ShTwuiwn,
L2L, Ao 3EFD L) ISHMBEEDORERIZINZ T
SHIG 72 EOBEEEIR Z o TW A EEIZIE T K = 4
155 MRI A % BT O 720 ICFERAIZAT ) RETH 5.
MR OGHE L L CIRIBEREA T 04 ST
FOBBBRZITISED S 50, REMHELTH - 7
BAE BB I ET L Lidhvy, 742, LI
LISHER CTH D IBEDPBEI L 2 W TIRERTHED v
LIEVAT, L) RVEBTOMESHSLEL 257,
L72255 T, REAHOHEARER B OB NI (EIEE A
% SUHICB & H ) =7 435 MRI B4 % FEM Y
WATIRETHALEEZOND,

2)

3)

4)

5)

6)

7)

8)

9)

10)

11)

12)

13)

14)

15)

16)

17)

18)

19)

20)
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