Mepolizumab as an effective treatment for Kimura’s
disease associated with ulcerative colitis: A case report
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ABSTRACT

Kimura’s disease was first described by Kimura and Sceto in China in 1937. Kimura disease is a chronic inflammatory disorder
of idiopathic etiology. The clinical presentation of Kimura’s disease is painless solitary or multiple subcutaneous nodules,
asymmetric, mostly in the head and neck region with often association with lymphadenopathy. Typically, the nodules are found
on preauricular, submandibular, and popliteal regions as well as oral cavity, larynx, and parotid glands. In the present report,
we describe a case of a 27-year-old male presented to our hospital with history of right neck and lip swelling for 10 days. In the
history, the patient mentioned that he had bloody diarrhea four to six times day and he lost 10 kg in 1 month. The specimen was
sent for histopathological examination which showed the lymph node architecture is preserved with significant increase number of
eosinophils which is consistent with Kimura’s disease. There is no agreement on the management aspects in Kimura’s disease so far.
The primary treatment for Kimura’s disease includes surgical resection. Additional medical therapy including regional or systemic
steroid therapy, cytotoxic therapy, and radiation has also been utilized. Considered as an inflammatory process, the disease has
an excellent prognosis, although it may recur locally and wax and wane over time.
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Introduction

Kimura’s disease was first described by Kimura and Sceto in
China in 1937. Kimura’s disease is a chronic inflammatory
disorder of idiopathic etiology. The clinical presentation of
Kimura’s disease is painless solitary or multiple subcutaneous
nodules, asymmetric, mostly in the head and neck region with
often association with lymphadenopathy. Typically, the nodules
are found on preauricular, submandibular, and popliteal regions
as well as oral cavity, larynx, and parotid glands.

This case report focused on the discussion, presentation,
investigation, and treatment of Kimura’s disease.

Address for correspondence: Dr. Abdulrahman Nasiri,
Department of Internal Medicine, Security Forces Hospital (SFH),
Riyadh, Saudi Arabia.

E-mail: dramnasiri@gmail.com

Received: 06-05-2019 Revised: 06-06-2019 Accepted: 01-07-2019

Access this article online

Quick Response Code:
Website:
www.jfmpc.com

DOI:
10.4103/jfmpc.jfmpc_373_19

Patient Information

A 27-year-old Saudi male patient known case of ulcerative colitis
diagnosed 8 years ago based on history, clinical presentation, and
histological features on mesalamine and prednisolone with poor
compliance to medications. The patient presented to our hospital
complaining of right neck and lip swelling for 10 days. In the
history, the patient mentioned that he had bloody diarrhea four
to six times day and he lost 10 kg in 1 month.

Clinical Findings

Clinically, there is a swelling in the right submandibular and
anterior cervical lymph nodes. The masses were painless, firm,
subcutaneous, nontender measured 2 X 3 cm and 1 X 1 cm,
respectively.
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Diagnostic Assessment

Biochemical tests showed an eosinophilic count of 23% (EAC:
3200 eosinophils/uL), immunoglobulin E (IgE) 339 ¢/L
(normal <200). Liver and renal functions tests were within
normal.

Computed tomography (CT) of the neck, chest, abdomen, and
pelvis showed multiple homogeneous enhanced significant
enlarged lymph nodes seen at both submandibular regions on
both sides of the neck [Figure 1]. CT also showed tree in bud
pattern in the antetior segment of the right upper lobe and middle
lobe of the lung with mild cervical lymphadenopathy [Figure 2].

Colonoscopy was performed which showed pancolitis up to
the cecum with MAYO score of 2 and random biopsies were
taken [Figure 3].

Cervical lymph node true-cut biopsy was performed [Figure 4].
The specimen was sent for histopathological examination that
showed the lymph node architecture is preserved with significant

increase number of eosinophils which is consistent with Kimura’s
disease.

Bone marrow aspiration and biopsy were performed and
reported as there is no evidence of marrow infiltration by
malignant lymphoma.

With correlation of all these finding diagnoses of Kimura’s
disease was established.

Therapeutic Intervention

The patient was discharged on prednisolone 40 mg once
daily by mouth, for 10 days then tapered down by 5 mg every
2 weeks, azathioprine 75 mg po od, Levocetirizine 5 mg po od,
Montelukast 10 mg po od, and discontinue the mesalamine with
follow-up in the clinic with CT neck, chest, abdomen, and pelvis
after 2 months.

Follow-up and Outcomes

During the follow-up in the clinic the patient developed bloody

diarrhea four times per day after stopping of steroid. CT

Figure 1: Axial CT scan of the neck demonstrate enlarged bilateral
cervical LN
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Figure 3: Histopathology of sigmoid colon sample shows chronic
active colitis
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Figure 2: Axial CT scan of the chest (lung window) shows tree-in-bud
appearance
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Figure 4: Lymph node architecture is preserved with significant
increase number of eosinophils
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neck, chest, abdomen, and pelvis showed no enlarged lymph
nodes in the body and his IgE level was 274 g/L. Azathioptine
was increased to 125 mg po od, mesalamine 3 gm po od and
anti-immunoglobulin E medications was started, mepolizumab
100 mg SC every 4 weeks.

After 2 and 3 months follow-ups, the patient has no bloody
diarrhea, no abdominal pain, no neck or lips swelling, and his
weight was increased by 2 kg.

Clinical exam for head and neck lymph nodes was negative for
lymphadenopathy. CT neck, chest, abdomen, and pelvis again
showed no enlarged lymph nodes in the body.

Discussion

Kimura’s disease was first described by Kimura and Sceto in
China in 1937.11

Kimura’s disease is a chronic inflammatory disorder of
idiopathic etiology that presents as painless lymphadenopathy
or subcutaneous masses in the head and neck region.?

The etiology remains unknown; however, an allergic or
autoimmune reaction to an unknown stimulus, or a viral or
parasitic or infection, which would alter T lymphocyte regulation
ot induce a type I immunoallergic reaction have been proposed.

Kimura’s disease generally not only affects Asian men, but also

non-Asians were frequently reported in the literature.>>7)

Controversy has existed in the literature regarding whether
angiolymphoid hyperplasia with eosinophilia (ALHE) and Kimura’s
disease are the same entity. However, the two conditions can
distinguish based on clinical and histopathologic characteristics.>"!

The clinical presentation of Kimura’s disease is painless solitary
or multiple subcutaneous nodules, asymmetric, mostly in the head
and neck region with often association with lymphadenopathy.
Typically, the nodules are found on preauricular, submandibular,
and popliteal regions as well as oral cavity, larynx, and parotid
123,5]

glands.

They are rarely reported in other localizations like eyelids, lacrimal

glands, orbit, axilla, groin, forearm, and kidneys.#?!

The differential diagnosis includes malignant disorder (acute
lymphocytic leukemia, T-cell lymphoma, Kaposi sarcoma,
Hodgkin’s lymphoma, or parotid tumor), ALHE, Langerhans cell
histiocytosis, florid follicular hyperplasia, and Castleman disease.
Kimura’s disease may be easily mistaken for a malignant disorder
because of a mass localized in the parotid gland and associating

3,10-13]

with lymphadenopathy.

Histologically, Kimura’s disease comprised preserved
lymph node architecture with reactive and florid germinal
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centers. Eosinophilic infiltration, lysis of the follicles, and
occasionally microabscesses vascular proliferation are also
present. 1413

The pathogenesis of Kimura’s disease and ulcerative colitis is yet
unknown. However, the development of these disorders may

involve a systemic immune disorder.[!]

There is no agreement on the management aspects in
Kimura’s disease so far. The primary treatment for Kimura
disease includes surgical resection. Additional medical therapy
including regional or systemic steroid therapy, cytotoxic
therapy, and radiation has also been utilized. Considered
as an inflammatory process, the disease has an excellent
prognosis, although it may recur locally and wax and wane

over time.'»171

Patient Perspective

Informed Consent: Written informed consent was obtained from
the patient for publication of this case report and accompanying
images. A copy of the written consent is available for review by
the Editor-in-Chief of this journal.

Patient consent

The authors certify that they have obtained all appropriate
patient consent forms. In the form the patient(s) has/have
given his/her/their consent for his/het/their images and other
clinical information to be reported in the journal. The patients
understand that their names and initials will not be published and
due efforts will be made to conceal their identity, but anonymity
cannot be guaranteed.
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