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A Case of Atypical Cogan’s Syndrome with a Steroid-responsive
Headache and Multiple Cranial Neuropathy as the Initial Symptoms

Yuichi Riku*®, Hideyuki Sakurai®, Masahiko Fujino?, Kazuo Mano"

Abstract

Cogan’s syndrome (CS) is an autoimmune disorder characterized by non-syphilitic interstitial keratitis
and progressive audiovestibular impairment. Haynes et al. modified diagnostic criteria for patients with
other ocular or vestibular symptoms and suggested this to be atypical CS. We report the case of a 71-
year-old man with atypical CS. He was referred to our hospital with a headache, bilateral facial nerve
palsy, left episcleritis and bilateral sensorineural hearing loss. Serological test results for syphilis and
antineutrophil cytoplasmic autoantibodies were negative. Cerebral MRI revealed sinusitis and pituitary
swelling. Contrast-enhanced computed tomography (CT) of the aorta demonstrated thickening of the wall
and stenosis of the aorta with pathological uptake on fluorodeoxyglucose positron emission tomography.
Biopsy of the sinus mucosa exhibited angiitis of the arterioles, capillaries, and venules. Atypical CS was
diagnosed on the basis of episcleritis, progressive sensorineural hearing loss and exclusion of other inflam-
matory diseases.

Intravenous injection of 500 mg/day methylprednisolone for 3 days was effective for alleviating the
patient’s symptoms, except for hearing loss, but the disease recurred during the tapering of prednisolone
(PSL). Combined therapy with PSL (10 mg/day) and methotrexate (6 mg/week) helped achieve remission
of the disease.

CS is causative of cranial polyneuropathy, but diagnosis of the former is not always straightforward as
in the cases of cranial polyneuropathy. It has been considered that CS is a subtype of polyarteritis nodosa
(PN); however, the clinical signs and size of the affected vessels in the present patient are different from
those in PN. It is postulated that CS is a vasculitic syndrome that should be distinguishable from PN.

(Received: January 24, 2011, Accepted: March 9, 2011)

Key words : Cogan’s syndrome, headache, multiple cranial neuropathy, polyarteritis nodosa, vasculitis
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Cogan EMERE, TN U OIRIRZE 215 b O % JEHAEY
Cogan fiEfERE (atypical Cogan’s syndrome : aCS) & L
72o CSIKRZEREHMAHREE 2SI ZeBFMonT
BY, REROAHHE bIRE ST 539, CS DfFREIC
DL TIRIMERDOEAGHRB I N TS, FETLAO
FREIZZMIMGETICZ L2 b DD, R LS W,

SEbhbhix, A7 v4 RGO &P
2 FEMATRR A CFIE U 7z aCS D HBF 2B L, Bl Sy
JES AR DR BRI 21T o 1o AEB TIEAERDHEE
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BREE R % Fig. 112789, 2009 45 5 A ],
Wk L SR CTHEZ%2Z LI & 25, [ Creactive
protein (CRP) Sz s iz, 6 B LANCIX, #&UE
BRI, AR, TEIENS A B L 7o HEREIC 1R
EBHMMEREHRIC L A EEHE L 2NBEEL Tz, TH
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AT, ARSI, K\ T FREIE A A HIL
L7ze ZNHOEKRE CRPHIZA T v A FR5I12LD
B L 7228, JEIC & D FE S 2 AR D o 7o, HEE
BEAYET, BHEETRFERICNT AF 2 —Er I THhT
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8 10  Prednisolone, R/L: Right/left

PIZHREBLLOATH-T2, 7V K=V 0¥ (pred-
nisolone : PSL) OWAREFE T 7245, 11 AH4], ZBHA
MREFRE S HIFR L 72 (Fig. 2A), 2010 £ 1 H T A, S
EEGEREBEOT YR ABEL 72,

AR HERR AR 38.0°C GiiEEY) ,, £ Dho—fi%
BRI R I B 230 b o Tz, MR, TEIRE,
FEAAY MR AR PRER & TS 2 38 2 LIS R I3 72
Motz HERIZEBIEE DA > # > Ul R EENE T
BTz, BHEMREFE ZMIREY T 16 fiTh o7z,

REME  CRP 33.7 mg/dL, EIMEEL 15,100/, L, 7
Tk 123 mm/1h & EfEZR LTz, MW - BEHE ORTE « i
WEFRA I e, SEMEEE ~ — 2 —, PUEHuE,
)< A FIRFF, antineutrophil cytoplasmic autoa-
ntibodies (ANCA), angiotensin converting enzyme
(ACE), immunoglobulin G4 (IgG4), IMiEHEHEKIGIC
BEE I e polz, BT CIIMfaE L LEQ LRI R
<, Mgz TR ZED 20572,

ESMMMR SEMETRIRE CIESHEE O
RAERL, 1,000 Hz A EOFE TCIEMmHE & & 70~90 dB
DiEEOHER 2L Tz, BIERRERE X057,
F oW R E R 2R 1,

RFEIARR AR FiER 2RO 7, MIROME L
ARJES I X B AT R 270 2 n 5 72,

HEHREEMATR 25 fluorodeoxyglucose positron
emission tomography (FDG-PET) Ti%, TIEME, HKEs
JEERREIAR - SR B EhAR R BRI ERE 2 R 1o o TR
& MRI T, Bl&EMES L OFL 228 O - KEEAE
2, TEMAEERZRD M, BWEEEIX A5k o7z,
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Fig.2 Clinical and radiological fea-
tures

A: Hemifacial palsy on the left side. B:
Episcleritis of the right eye. C:
Contrast-enhanced CT reveals the =
thickness of the aortic wall with
stenosis (arrow). D: FDG-PET shows
elevated standardized uptake value
(4.4) of the thickened aortic wall
(arrow).

KERERE CT THER & ISR BRI BEALIE & ARSI
{bx@» 7z (Fig.2C, D),

B B ABEERLEBEVIEESFHL, T 07O RIRIC
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13 Wegener NZFIHIE, 1G4 BIERBEORFEM: b b o 72
7z, 2010 4F 2 B 4], BlSPERGIE % EMR L 7z, EiE
RTIEWTND Y >S8R, EMES X BRSO %
AR L Tl MERVFHEN R TH Y, M
FEBIRCEBMMED 7 4 7V /4 FEM, MEBEAD%
TEAMIEE, MENEOMZEL*RD - (Fig.3), —7,
RIS B E IR, 1gG4 B ERE I A BEES 2 D
HThHoTze REFNE, FHRER &IEFHREDS 2 FUN
DO THFAEL TV 5 5T, Haynes 52 @ aCS D2 W
R L, MIEFW, REYIICIED O RBIF R RE
HERERBT 2R ZED o7z, PLED S S aCs
Lz L, xF V7 v K=Y oy (methylpred-
nisolone : mPSL) 500 mg/H % 3 H Fﬁ?ﬁmp\]?ﬁ%&
PSL 2 & 2 BEFE 2 To 7. EHBERE, FB, MmiE
CRP 1330 H s U T B3, ZEBE M AR R & BRI
BfFE L7z 3 H BA], PSLMBUCFEY, SEE, LisfEs
(Fig. 2 B), RIERIGED R L 7272, FFO* mPSL O##ik
WG & PSL ORORG 21T 5 72, IWEBEZIL, FEH
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R U 72 BEES MRI Cl, Bl SRS 0 B <0 9 i i
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3, 20 mg DU ICJE 3 % L RS RAEX GO FR L, 2
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#— b (methotrexate : MTX) 6 mg/# (2 H#HES
HRZEE) 2 OEH L7z, LI PSL 10 mg/ HFEE CIEZH I
L Twa,
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®, FENL ol DX TEE, MINEREETH- 72,
Gluth 5312 & 2RETIE, 60 B 2 511 ZETE e fFF s
DBHLNTz, MPREREE & U CIXBEEm M D IE 2,
B, SXMREE EOHRENDH Y, WHIED D DHRZ e
SNTWBY, CS TlE, FEIBIRER & BERDY, L
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Wi D X2 W LD B¥, KEEFIOREERD &, BIED
RS2 o 1o ZRMHIR R 2R T BE T, CS bR
TANENRD B LFHZ 5Nz, CS OHENEIC 132251, &
iE, M, W, WERIETTE, & R D 5349,
2O LIHEREZ fE S IERI TIEE T 20BN H D,
Migliori 59 &, EEHTED A0 EHE T b &K 2 T

R T 2 L L CWw 5, @BEOHRHO Tix, #4--
HIEEDS & W EHE - B2 - TREICHEE I R,
BEMOWEE, WITHEOWSE « BiEHREREOZ DS
RO SN, 9 LIS E AL 5 & NEESE I
THMIC 5 EFZ o, FHICAT oA FiEEE2 L
72IE D BN OFEN IV E SN BY, RGEGOHETED
Fi e & HICAT A FADKIENZ L L &0, HElE
WHELT L 72,

PR AR B R BERE DRI DO W CTEAATH 5, B
B 2B ME K1 L 0 RiREESR Z 5 Lo Rl
b0, FEICHEIR AR DB O MR % & £ 5 mEF
bd 29, KEFIOERKIZZ S LiEEEr KL Tw3
AJREMEDS B % 28, BHIRME 2 E CREBRRIRIEES R
o lz,

BRI DOWTIE PSL WERIE DS, +59 2RI HES

Fig.3 Histopathological findings

of the sinus mucosa
A: Marked infiltration of lymph-
ocytes and histiocytes, and occlud-
ed vessels (arrows). B: Occluded
vessel with fibrin exudation
(arrow). C: Fibrinoid change and
inflammatory infiltration of the
vessel walls (A, B, C: Hematoxylin
and eosin stain, bar= 50um). D:
Occluded and organized vessel
(Elastica van Gieson stain, bar =
50 gm).

NRWFITIES & & E RRENHFNHV S, FRic
MTX IZEAEN L v & N T W 539, AREFITH PSL &
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W g
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AL 720 CS I3 2 & THREATEZ FEEIRAK (polyarteritis
nodosa : PN) DHfl X &% Z & b b o 7z h31213), it
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ZLWIETPN L5 Tnic, —7, Mi~/NaFRRs
%t TSRS FEEINA 22 (microscopic  polyan-
gitis : MPA) &1, ANCA BMETH %15, REREE X%
BORVWHRETRELEZ> T W, BEOHE T b,
ANCA BHEFP D 1T S AHce %55 2, MPAT
IEERRE S v c-ANCA BRI bEFEEL, MPA
CIRENEL L EFEZOND, WTRICLTY, KIE
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A Case of Pericallosal Lipoma Associated with
Dysgenesis of Corpus Callosum and Choroid Plexus Lipoma

Koji Nakashima?, Takato Nakajo", Michiari Kawamo”, Yohichi Imaizumi®

Seiichiro Ishigaki®, Hidetomo Murakami®, Hitoshi Izumiyama"

Fig. 1
Axial unenhanced CT image shows lesions
of fat density within expected locations of
the corpus callosum.

(Fig.2A, B)o F7z, MEEREANEZEO—IBIZ, KK
iz ->T EHANFRL Twe (Fig.2A), BEIEHIH
T.WI TiZ, WEIZWESEKESER L (Fig.2C),

</§\ %> 58 X, 9 %II‘{:E
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%?Lvu ﬁ@@&%%ﬁﬁﬂﬂ L“Cbl?‘:o

RRRIH R TR

ﬁi"% 2010 4 2 A, A EEOBSIFEDRHIR L 7272
W, HREZZ LI,

RERBEFIRAE EIR BT, Bhch B o iduEE
LTz,

ERATR  GE CT TS & K 28 2K
W = 58 7z (Fig. 1) o BEEE MRI Tl D )k
He, OIS EHTH OB EN B 9 5 5H,
S > THIRME IR # 1T 2588, S ieHs e
B =INE & # ORI T,-weighted imaging (T, WI) T
BOEESYET 2EFAR L SUERE 2RO 72

no OFTR,» S, MEEREOBEARZMHW, {E'JH =
JIRA& 8 & die 3 2 iR A fE L 20T L 7z,

aXr b KPREROHEEX, Rokitansky 25 1856 4
WHIRTCTHAFER L, IhETH LIz L WEYIOME
EINTW 5, EHEIR MRI ORI & - T, fEROE#R
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%5 T &Tz, A OMIEE2ERMETE 12 RV ik 3 &,
1984 7> 5 2000 4 TIZ 66,491 4] O J5 4 I i 55 H3
Bk, IRIAEER 13441 (0.2%) LmESNTW5D,
ZOWNFUCDWTIE, B 774, Zoik 56 B, FEHIANHEA
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A: T,-weighted sagittal image shows a hyperintense lesion around the corpus callosum. Associated hypoplasia of the
splenium of the corpus callosum is also seen. B: T,-weighted coronal image. The lesion extends toward the lateral ventricle.
C: On fat suppression, pulse sequence intensity of the lesion is homogeneously decreased.
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Wb TWw 39, Tubulonodular type 13, Hif& F, 2cm
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