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Case Report
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Kimura Disease Presenting as Unilateral Proptosis
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Purpose: Kimura disease is a rare chronic inflammatory disease that usually presents with painless subcutaneous nodules at the
head and neck area, but rarely occurs around the eyes. We report unique case of Kimura disease involving the orbit and arm,

which has not been reported in Korea.

Case summary: A 16-year-old boy presented with exophthalmos and eyelid swelling of right eye over the last 2 years. Orbital
magnetic resonance imaging (MRI) showed hypertrophy of extraocular muscles of right eye. He also complained of multiple
painless masses of the left forearm that persisted during the same period. The MRI showed hypertrophy of extraocular muscles
of right eye and multiple lymphadenopathy along the brachial artery of the left elbow. Excisional biopsy of the left arm mass and
lymph nodes was performed and the lesions were diagnosed as Kimura disease involving the dermal nodule and lymph nodes.
The patient was managed with oral corticosteroid and cyclosporine and showed remarkable improvement of proptosis and hy-

pertrophy of extraocular muscles.

Conclusions: We report a rare case of Kimura disease causing hypertrophy of extraocular muscles which was successfully treat-

ed with immunosuppressive agents.
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[TSH], thyroid stimulating antibody, Ach-receptor Ab, Tg-Ab,

Figure 1. Facial photograph at first visit shows exophthalmos and lid swelling of the right eye. The patient consented to the use of

these photographs.

Figure 2. (A) T2 weighted fat suppression axial image shows swelling with hyperintensity of right medial rectus muscle (arrows).
(B) Mild hyperintensity with swelling are noted in multiple right extraocular muscles including right medial rectus muscle, inferior
rectus muscle and superior rectus muscle, and superior oblique muscle, larger rectus muscle on T2-weighted fat suppression coronal
image (arrows). (C) The enlarged muscles (arrows) are iso signal intensity on T1 weighted image. (D) Post contrast 3D T1 fat sup-
pression coronal image shows enhancement of the involved extraocular muscles (arrows).
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Mic-Ab [thyroid peroxidase], TSH-receptor, IgG1, IgG2, 1gG3, SARE 9 FHRANEZ G 24 Ho 7|1 Reld o gt
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Figure 3. (A) Serial proton density fat suppression sagittal image shows multiple bright signal intensity nodules around left elbow
(arrows). (B) The enlarged nodules are bright high signal intensity around elbow on fat suppression T2 coronal image (white arrows)
and iso signal intensity on T1 turbo spin echo coronal image (black arrows).

42



ns
s =2
= 2
on S
£ E
of) =
< S
£ 3
)
8=
= 5 =
58
2y §
<
n«lb.ee
e
Q <
g 8
=29
X =3
1S
g = 8
—_ 2
S E s
== 3
<S @ >
= B 4
o o
=9 8
o &
(5]
(5]
o
B g 2
— 8 o
Tnm
+ S apn
v o =
enr
522
gﬂt
o= T gy
= B o

K Bd TN TN Mook o] T o N
%%%WMM%W) %%%M%iﬂ_z,
R R Y e R
%%%WiH%Em BAas N P
o« 5 — 0 o X o )
PolefiT a3 A
ﬂ@%éﬂﬂﬂﬂmﬁv U%HE%QQ
— N — - !
P R TR MY O B M
Hiadr STt o IETELUS
oy Mm X 2N K Mool Nlo
~ 2 o E_E Ul _lo_ﬂ Mu_ﬂ AT_
X __% N p D M._ o N T _ﬁa a m_VAW o iy e
-1 LS ¥ £ e
LrEPrize o ITETRILE
Miwiz%ﬂ@uﬁr Rz 5 Bz o o
moﬂoﬂum _iwoﬂ _._TmuL."kaWEm_émn_rAnM%o
Bo ) o B O
Fu o 43 E e LT B
Wm%aioﬂﬂol<1oﬂ o_,___o.kaaﬂLzT N
L~ %0 ~ N T or o~ 4
pTREEETRE el EEE 1
ST e S CEE N R ,“
EEPA S o = B aF = T |
o X o o 5w e |
F R R 2w N K= N T .

43

Immunohistochemistry for immunoglobulin G (IgG) (C; X 100) and

shows some IgG+ plasma cells but rare IgG4 + cells in the lymph node.

)

x 100

)

Figure 4. Histopathological finding of excised soft tissue of left elbow shows follicular hyperplasia with eosinophilic infiltration (A:

hematoxylin and eosin staining [H&E] X 40; B: H&E % 100).
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