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A Case of Typical Cogan’s Syndrome with Aortitis

Hye Won Kim', Yun Jong Lee’, Sung Hae Chang’, Han Hee Ryu’, Chan Young Yun’,
Eun Ha Kangz, Eun Bong Lee', Yeong Wook Song1

Department of Internal Medicine, Seoul National University College of Medicine, Seoul’,
Department of Internal Medicine, Seoul National University Bundang Hospital, Seongnam’,
Department of Internal Medicine, Seoul National University Hospital,

Seoul National University College of Medicine, Seoul’, Korea

Cogan’s syndrome can accompany a variety of systemic vasculitides including aortitis. A
45-year-old woman with a history of typical Cogan’s syndrome presented with orthopnea and
exertional dyspnea. Echocardiography demonstrated severe aortic valve insufficiency. Computed
tomographic angiography demonstrated active vasculitis affecting the ascending and descending
aortas and also showed stenosis of the left subclavian artery, both renal arteries, the celiac axis,
the superior mesenteric artery, and the right common iliac artery. She received high dose
corticosteroid and then underwent an aortic valve replacement. This is the first case of Cogan’s
syndrome with aortitis in Korea.
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Fig. 1. Initial axial views of computed tomographic angiography revealed a thickened vascular wall with delayed
enhancement in the right carotid artery, aortic arch, and descending aorta (A). The 3-D reconstruction images
showed focal or diffuse stenotic lesions of the major branches of the aortic arch and abdominal aorta (B). Black
thick arrow, the left common carotid artery; black thin arrow, the right innominate artery and common carotid
artery; white thick arrow, the left subclavian artery; white thin arrow, the right common iliac artery.
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Fig. 2. The time-course of CRP and ESR levels during

the immunosuppressive treatment of the patient.

} 134 mg/dL (&% 70~ 150

mg/dL), 35 mg/dL (&2X] 10~35 mg/dL)>Z

91l

The dosage of azathioprine was increased to 150

X0

%0

X

mg/day, that of cyclosporine to 100 mg/day, and

that of methotrexate to 17.5 mg/week. black
circles (@), CRP; white diamonds (), ESR.
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Fig. 3. Computed tomographic angiography taken after
21 months still revealed active aortitis.

[}

Ack=d 1B).
X2 W i &34 dizdsde] EAfste &
Zég] SR
N 44

prednisolone&
7§°] =
7}8}o] prednisolone
trexate 2= cyclosporine &2 HIAAAAE F7}s)
govt g4 vkgrl 49 sEv & 23EA &
S 1d 2iE F Al HEo] o3k A4 ")
o2 AIA s FAH AYes Agigicha
2] 2). ©]¥ prednisolone, methotrexate 3 azathioprine

& BY ol Foluh 3AY AFHLS ARz

AilAl B B0 kel Reolu} AL Wk

Al33% 2010 —

-]
1]

15~20%° 4 ATAA4,

TTE 79 sWE 5
FHEEE Zlod HauE9g)
J dde EHEe= 10~
Hoba BaE el (1-3). FAA
;‘<]l:Ho] OL‘: Cogan %_:‘?:T,—_Loﬂﬂ ol: 50%01]/(1 Hl—xﬂ"‘]_
T A FHAEA oo UibH o g oxvt £
o} diEHde] wyE H§ ol YW FoR At
ol Tl AeE 4¥A 9 (3,9).

AZ4 AW, AYHL 34 U HEUG Y
4e Holt A% wAEY, A4 iy AT,

Cogan %‘—%, WA th%, ANAE Fid

H2Y AANE4A AEHEAR ¢ % Apol A Zrpe]o]
ol AYHQ Cogan FHoll 3t A= Ak
39deh (1-3). Cogan ZFTFol|Ae] Ewz 1 22
o] AW S ehtokr STt TL3 FEddl
®), BitokT Tl s A4 HAstely 7
AZA A9 Ao BaE b 9lv} (10,11). sHATE,

sellel A= ebtok FHdel 19901 vl=;

Z24E ol F 7HA FEU TFla elvoks
Aol A w9 SEA wAsl= kA3l 5 HzHAl
Foll 7} Zro] ZEAfslm tHEWIHch il ¢gA
Fackes AHollAl elglols T Cogan 5
THE= 3Tl o3 dEude
Arstgde}l. R, 15~23%2] Cogan 3+ 3}
el FHtElmE B FdlddA] fEEUR
F TAAGE Fute] 207k 8l &-ccp ¥
449l FrlelaP A G BT E Cogan 5379
A4 e sz A (1,2).
Cogan %9 AL HFE F4 Xgz v
FASAT 2 ZA A L] HAF7t L
23 A & gko) HAHAAL ngeke] FAAATE
EAA A 87t Heshe] FASAT 2 EAAS] &3

_1% ne)

oX

l-

Of

ook

Cogan

>
)
i)

rﬁé%éhﬁ-MmEo}‘.OMruﬂt:{mriﬂ:
«
_ho}_‘
[N

— 304 —



— 2819 ¢] : Cogan’s Syndrome with Aortitis —

& HEAR BAoE WAAAAE A5 & 9
oh. ShAT, geke] A AT EEA A HE b
o] §lv ZAF F/HEY HAAAA X g 3t
HSE 34 g o dEA vt (). WelelAl
A| 2= methotrexate, azathioprine, mycophenolate, cy-

closporine, cyclophosphamide So] AEEg o} Cogan

ZHFollAe) Tkt FEel HrEA ke Aol
o (13), ¥ Fele] BAE FAAAA HY Aol
Wgk A AT EEAAG o ukge] FEEA

-
QT

e A% 4% holuce Austed, 45
o] T ZAsL7] Qsle] A= wleddAA)
ol et wt Z1thell Hlste] =2 g_ }o}.

Z o)) FAF AT EA A 5 Hedo A x| ol
3ot ZF o)A Zoky| Aozl xpehkA| S
ol &3to] EII} 9ol Bustdr) (13). A7) =&

FEoA] tlEmede] TulE 3AE gl9lor) 7

oHAlel HESe] Gl Ebboks Buledel AR Fob
AAQA ARA HFHo2 AgH Hurk 9o

- =2
&=

vl o
|

Cogan

=

(14) & Flo 3kApe} o] RASAZ = A4 9l
Hed A Aol Whg-o] e A-F 2zl B 5 9l
= Aoz A7gc

(=) (o]

4L =

AHFAQ Cogan Z3F7 3shatol|A EAZQA s

Wedzt o]z QI3 de Het vls FAe] surH
el & A3l £ &3 A Earslke vl
o]t}

Hnes

1) Grasland A, Pouchot J, Hachulla E, Blétry O, Papo
T, Vinceneux P, Study Group for Cogan’s Syndrome.
Typical and atypical Cogan’s syndrome: 32 cases and
review of the literature. Rheumatology (Oxford) 2004;
43:1007-15.

2) Gluth MB, Baratz KH, Matteson EL, Driscoll CL.
Cogan syndrome: a retrospective review of 60 pa-

3

4

=

~

5)

6

7

8

9

~

~

=

~

10)

11

12

13

14

)

)

)

=

— 305 —

tients throughout a half century. Mayo Clin Proc
2006;81:483-8.

Mazlumzadeh M, Matteson EL. Cogan’s syndrome:
an audiovestibular, ocular, and systemic autoimmune
disease. Rheum Dis Clin North Am 2007;33:855-74.
Chang WU, Shyn KH. Syndrome of nonsyphilitic
interstitial keratitis and vestibuloauditory symptoms
(cogan’s syndrome). J Korean Opthalmol Soc 1976;
17:337-40.

Lee H, Yum DH, Shin MH, Chae SY, Suh BD. A
case of Cogan’s syndrome. Korean J Otolaryngol-
Head Neck Surg 1988;31:113-7.

Kim SJ, Han YG. A case of atypical Cogan syndrome
with late-onset corneal involvement. J Korean Ophthal-
mol Soc 2004;45:310-4.

Park JR, Rho YH, Choi SJ, Im GJ, Jung HH, Lee
YH, et al. A case of Cogan’s syndrome with anti-
bodies to Ro (SS-A) and La (SS-B) antigen. J Korean
Rheum Assoc 2006;13:82-5.

Murphy G, Sullivan MO, Shanahan F, Harney S,
Molloy M. Cogan’s syndrome: present and future
directions. Rheumatol Int 2009;29:1117-21.

Kondo Y, Ito S, Ohi Y, Satou H, Hiraoka T, Tsuboi
H, et al. Atypical Cogan’s syndrome with aortitis.
Intern Med 2009;48:1093-7.

Jolly M, Curran JJ. Infliximab-responsive uveitis and
vasculitis in a patient with Takayasu arteritis. J Clin
Rheumatol 2005;11:213-5.

Maruyoshi H, Toyama K, Kojima S, Kawano H,
Ogata N, Miyamoto S, et al. Sensorineural hearing
loss combined with Takayasu’s arteritis. Intern Med
2005;44:124-8.

Arend WP, Michel BA, Bloch DA, Hunder GG,
Calabrese LH, Edworthy SM, et al. The American
College of Rheumatology 1990 criteria for the classi-
fication of Takayasu arteritis. Arthritis Rheum 1990;
33:1129-34.

Ghadban R, Couret M, Zenone T. Efficacy of in-
fliximab in Cogan’s syndrome. J Rheumatol 2008;
35:2456-8.

Langford CA. Drug insight: anti-tumor necrosis factor
therapies for the vasculitic diseases. Nat Clin Pract
Rheumatol 2008;4:364-70.



