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—Abstract—

Idiopathic hypertrophic cranial pachymeningitis(IHCP) is a rare chronic pro-
gressive fibrosing inflammation of pachymeninges of unknown origin. Since the
spreading of CT and MRI, there has been a few cases of IHCP have been
repored. We describe two patients of IHCP with brain parenchymal involvement
presented as epilepsia partialis continua which has not been described as a
symptom of IHCP and review the previous reported literatures.

[HCP commonly presents headache, multiple cranial nerve palsy, ataxia, and
sometimes seizure. In many cases, the CSF finding is noninfectious inflamma-
tion, and the erythrocyte sedimentation rate is elevated. The brain MRI is the
best noninvasive tool for diagnosis of IHCP and shows difuse thickening and
enhancing dura, especially posterior fossa. THCP responds steroid initially but

recurs frequently and progresses chronically.
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Fig. 1. Patient 1. Axial contrast enhanced T1 weighted MR images (A) markedly enhanced thickened
meninges over right hemisphere, especially frontal area and low signal intensity at right frontal
cortical and subcortical area (B) irregularly enhanced thickening of meninges over right hemi-
sphere and diffuse low signal intensity on right subcortical area (C) improved meningeal thick-
ening and diffuse low signal intensity on right hemisphere with cortical enhancement
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Fig, 2, Patient 1. microscopic findings of dura matter at right frontal area show (A) diffuse fibrosis
(B) diffuse lymphocyte infiltration (H&E, x400) (C) microscopic finding of frontal cortex shows
diffuse neuronal loss with reactive gliosis and lymphocyte infiltration (H&E, % 100)
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Fig. 3. Patient 1. Scalp EEG dunng epilepsia paItlahs CDI]tlI'lLlEl shows rhythmic running of sharp and
slow waves in right hemisphere

— 432 —



Satet A3zt FREJCHFIg. 3). TA AAMEA
~

])J :Hﬁ%:rl ,,-.1 .__.1_ = llomlﬂ/hl 1 1 o]g, 91 ﬁl
M g Aot H A4 7“}"“743 LA
T 0/ml, BEF 0/ml, ©NA 72mg%, T 75
mg% (A3 95meg%) (et HA7Z|FHEAE 5 7
grEe] vjEA Wl I & AF-FAHAGY

of Tl-wei-ghted 7eolA AHAFZ7r=e} T2-
weighted d4ellA AT E7F #zEdn =

At AAE 29572 Heoln Uk (Fig. 1-
B). #A= phe-nytoin W FEA} FHoll k= Z7do] &
AE)x] @ AEENSD carbamazepines F%
St 2HZo|=E T3l HRE] Zdo] ZHE o
E|ldslsint, B ¥ o X8 & oA 2H RO
== AMAM3] a5l 1L carbamazepine 800mg o 2
215HHA ZA™Egle]l 7HE 58 AAHEEE =
53}@ A A Tzt B 11 E el 3L 59te] 4
gt T8 AR E, FEE FAE o "h-?ﬁ?‘:’d
[;]. q] o] I:I-A] ?ﬂﬁlz% :»'-T,g]..ﬂ 03-:::] ,n]_ajig]

% b Fo |
$°

O

i)

> ol
2o N
ugt P ot ¥ 4 2

7 O/mme, Tz 135mg%, =2 96mg %)
G 2 0|9 HAM AAL BF HAo|r)
A7) FHG 2 59 A e F A A%
Al Bohe @235 7ZAastg oyt Tl-weighted G724

Az g =717}
-C) AFholAM 227 A open

brain biopsy) & THA| Al&stR =l 4 Aol A 1

R HAZFAMES A A wgd AEdw
(reactive gliosis), W93 <3l H-&(diffuse

lymphocyte infiltration) & H4AZA S AHsl= <&
=21 Hzlr} Jﬂ‘rﬂglmu}(plg 2-C). Fa}e= 2HE
3]

ol A|Fo] F =i THYE AHHE E S0,
2] g)) of| & oS al, car-

2HZo|EE ZhEFsle] 4
bamazepine 800mgTto
S Sase] dA7A 2

S 2

cus) AHIR Uit BAE 3dALE A&

3941 ozttt 2HE 3 5 (status epilepti-
LA} =
= £5He 134 FEo] kb 2dd vbEEE

AA4d 21384 24d 23} (generalized tonic

clonic seizure : GTCS) 2 E1+2stA dAHAE
28351 2y etz Y LAY 223 5§
detAlel 2034 73 # (tonic rigidity) ol Al

= o
8= GTCS Aelz ydslgct g 94| o] &
AAVE Eo] A7 TEER] 2kn AlASA A ALA

(i LG AL LU o Ty | =2 O
e adgen 2@ Tl $5 AUy
chelsh], $3 whlohish $2 Ay Wk A
WaHe Gue nych W BA AT B &
Aol A AEF U455 43mm/hr, CRP 9. Tmg/dl
2 F7kEo Uit 83 Hald, A7, s,
F duld Fo £A7HE BT FAd Heen Wy

=%, antinuclear antibody, rheuma-
toid factor, ASO, VDRL E5% 4o =2 e,
oL A ARE MRS AN WET 14/, A
g5 0/, TOA 82mg5, T 65mg% (B 106
mg%) 92 Gram €4, AFB =27AL, 2, o
M FAA 25 S0l H A A VDRL &4,

MESHAE AL 21 Bt H 3 ZAAVE 3=
Hhtoll A 4-6Hz9] vt A AMItr) THE F| T k]
247l S H G oA HSEs HFHe WA R T2-
weighted 4704 B|etd LS HEE Mol g)
Ao GAd-DTPA F4 F +F A5 x| ol 7
2| o} W2 =F T4 e Bl (Mg 4-A)
| Tl 22 BAE Aldlsisict, dRtel A
Ad vlel g Fo| gbhddFAEe] H&E, d3

bﬂmazupme* valproic acid,
93] Hedo] 2 s

= 1SS FUE A AU
A glol ATkt 39 5 #&ERo] Al g4
S5 3557 ALEUA 5 DA e}
Uthrh g3 st dads Asd RE $F
A el AYY stach g 9 28T AU
=, HH5 @Ak R AN Ade wF A4

WA A& o she H ﬁl- 2.4}3)



Fig. 4. Patient 2. Gd-DTPA enhanced T1 weighted images (A) extensively enhancing thickened me-

ninges over right hemisphere, especially frontoparietal area.

(B) enhanceing thickened falx

cerebri and improved meningeal thickening at right hemisphere. (C) 1rregular linear meningeal

enhancement over right centroparietal area.
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tive gliosis and perivascular lymphocyte infiltration (H&E, %x40)
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Table 1. Summary of auther s patients and reported patients. All of them were proved IHCP
pathologically and could not found any etiologic factors with extensive work up.

clinical ESR associated
patient finding mm/hr CSF CT/MRI treatment course P
Park et al
3d/M "HAILV, 105 2 cells thickening and enhancing dura steroid remission & recur none
“EPC p:72mg%  high SI on right temoroparietoccipital areal{’T2) anticonvulsant (3.5yr)
39/F HAVILIX,"HP 43 14 cells thicening and enhancing dura ateroid remission & recur none
EPC pB2mg%  high SI on right subcortical area antionvulsant (8yr)
Mamelak et al
61/M HAILYV, 43 45 cells thickening and enhancing  tentorium, falx. steroid, azathioprine remission & recur nane
VX1 p:113mg% compressive enhancing mass on pons cyclophosphamide {9mo)
50/T HAataxia,V.VII ] thickening and enhacing dura steroid remission & recur chroenic
X KILXI - = enhancing mass on clivus azathioprine inflammat.
surgical excision skin leson
TaM HAULIV.V.VLVI 61 no cell diffuse thickening and enhancing dura and falx steroid expired (3yr} none
p: 6lmp%  thickening of inferior margin of carvernous sinus
IgG:46%
Masson et al
T8/M HA V., VIL a3 2 cells - - expired (9mo) none
IX.X, p:90mgs
64/M HA alaxia 90 60 cells = steroid remission & recur none
p:A0mg % expired (14yr)
Ig G:24%
53F HA ataxia 100 6 cells thickening and enhancing of tentoriumand falx steroid.azathioprine remission&  recur none
p:60mp%  hydrocephalus radiation expired (10yr)
Ig G32% VP shunt
20/F FlA ataxia 78 3 cells nodular thickening of tendtornum steroid remission & recur nong
pdTmg?e azathioprine (Gyr)
Ig G:31%
57/M HA ataxia, VILVII 55 104 cells thickening and enhancement of tentorium steroid remisson & recur none
IX.X pdMme 6 azathioprine (5yr)
Ig G 4006 : radiotherapy
41/M HA seizure S normal thickening and enhancement of tentorium anticonvulsant remission & recur none
(10yr)
50/F HA diplopia 17 8 cells thickening and enhancing lentorium & posterior dura, VI shunt remision none
p:19mg%  hydrocepahlus (lyr}
Berger et al
34/M HAILLULV VILVI 100 145 cells thickening and enhancing dura on left temperal area, steroid.azathiprinecyc remission & recur episcleritis
I, P 90mg?é high SI on posteritotemporal area yelophosphamide, {(17yr) sclerosing
seizure VP shunt, radiation cholangitis
kodoya et al
/M Ha LI 75 104 cells thickening and enhancing dura and falx, steroid remisson&: chronic
VILV.VIII p162me%%  diffuse low density at left temporopariatal and basal lemparal lobectomy stahilized (dyr) infalmmatory
IgG :77%  ganglion area sinusilis
Botella et al
55/F HA ataxia, - normal diffuse thickening and enhancing posteroir  dura steroid, remission & recur cervial
1L hydrocephalus VP shunt expired(10mo) pachymeningilis
Kioumehr et al
M HAIL, 68 normal thickening and enhancing tentorium and falx steroid - none
Lam et al
GA/F HA,l 122 47 cells thickening and enhancing tentorium on It. side steroid remission & recur none
p:136mg*e (11mo}
Ig G 539
q1/M HAI 10 normal diffuse thickening and enhancing tenlorium steroid remission(Gmo} none
T0/M HAILILVILIX,X - no cell thickennig and enhancing dura steroid remmison&  stabilized none
11 nTImg?s {lyr)
Michel et al
47 HAILXII - - - steroid expired{4yr) none
radiation
55/M HA. ataxia - 50 cells - steroid remission & recur nune
VIII pS0mels (2yr)
Feringa and Werlherbee
42/M HAILV, 64 normal - - expired(7mo) none
VLI XL
Moore el al
48/M HAV. VI 83 1 cell thickening and enhancing tentonum steroid remission & recur none
p:90mp % (17yr)
Kobayashi et al
40/M HA ataxia,V = 1B cells thickening and enhancing tentorium sleroid expired(3yr) none
p100mpYo
68/ HA ILVILVIILXI a0 z:;:l% thickening and enhancing tentonum steroid expired(8yr) none

"HA : headache "EPC :

epilepsia partialis continua "HP hemiparesis
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trophic spinal pachymeningitis)®] At
de =08 Hel Wz HauEr] AlAg JEE F

Meo] thAd HAZ Ao 5 FFAR =23 &
AValA F2 H 4417 2 (spinal radicle) & Z'H3t
of ZAHE Jehln F ko] Z2|gH 0] A2
aA}ete] e wr|de A Zlez FA 5k
ot} e} o] Hdu FrFe] FHtElE BF
= vz dee] B3 (Botella 5, 1994)5te] U=
AL2 SEo] T Asglo] ztzh th ARl 93] &

NE Aolgle FAE tH(Rosinfeld 5, 1987).
=R SukE £ JE 2FIZ e AZAA ol o
2 AN Aol ¥FAH dF g Az 4w
(fibrosis) & d27l= ohEAd 733+ (mul-
tiple sclerosing fibrosis)e] EE o] ATk THE
A AR AsEe o A71E vhdekAl ARk

(@]
R



Reidel# 7H3A4E, 1% 452 (testicular fibro-
sis), HF dA

a4 % (retroperitoneal fibrosis),

% (mediastinal fibrosis), &
ZKse M= s
4 (sclerosing cholangitis), &2 (episcleri-
tis) 5°] Ve 4 sled 584 FARER B
wkelj A 3o, ZAad 23 (Berger 5, 1989
o] TRk ARIZE AT} ol AHERZ AP
NMe FEg 717 deAet v FAg Fl7

d A3 AR5 AAA S 5
2 f}'} defletn FZF37I= It (Berger 5,

T e

A

1989). z12jvt AAES] FdMeE o2 A7 E A
Mate A Bk gl

. zHZol=E @A7A
27 ok
3} w773

7V BaAQ A=
~H 2ol=9 Rz YiFMe] A
doll A ZAetEAle] ZHar) BERE XA
oz FAZ dslx=

nE.
Dﬁ# of |
).

37 B
EoHA AdEo] TdHoz st AIAE 3
Al sl Aol dWlolnt. 9o Alx=En

HOo® azathioprine, cyclophosphamide 59
A AA A (Berger 5, 1989; Masson 5, 1993)
o} WAl X287 AT 9oy §3le olx A
g4 stk (Michel 5, 1969; Masson 5, 1993).

2

S84 93 FATE L 9AE S £ gle
Aete] v Bl3Y d5S dodle Ao F=
ol HAZE FA, 75 E5EE 59 FAE
Holn =E5Ale HAZES AYsle AYHde &
B2 Zdadzte] dle] 3 = glon A o
3 EARY 2FFAE Holwa zzAgHo=
nRkg e e daktel A &S Fuksle M
35l2 Ho|m ~H|Rolzo REHoz uieshl) A
AHeze ATs WEHAM Adste AR 3
st Z ol

AAEE 584 ¥FA AddAME Ao B3
g 7} gle HAZW FFREES st A] A

‘Botella C, Orozco M, Riesgo P(1994)
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