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Dupilumab therapy in a 12-year-old boy with Kimura disease, allergic
rhinitis, and IgG3 deficiency

Yoo Ri Jo, Hyeonjin Woo, Dae Hyun Lim, Jeong Hee Kim

Department of Pediatrics, Inha University Hospital, Inha University College of Medicine, Incheon, Korea

Kimura disease is characterized by painless subcutaneous masses, usually in the head and neck area as well as serum/tissue eosino-
philia and elevated serum IgE levels. Various treatment methods, such as surgical excision, corticosteroids, and radiotherapy, have
been suggested, but none of these are considered standard therapy due to high recurrence rates. Dupilumab is a human monoclo-
nal antibody that binds to the alpha subunit of IL-4 receptor for IL-4 and IL-13 and inhibits T helper 2 (Th2) response, which plays an
important role in the pathogenesis of allergic diseases, such as atopic dermatitis, asthma, and nasal polyps. Kimura disease has also
been shown to increase CD4+Th2 cells and Th2 cytokines. We report a case of a 12-year-old boy who had subcutaneous neck and
orbital masses of Kimura disease concurrent with allergic rhinitis, decreased lung function, and IgG subclass deficiency. The masses
did not improve with omalizumab or immunomodulatory agents, but resolved with dupilumab. Considering potential side effects
of steroids or immunosuppressant agents, dupilumab may be an option for initial treatment with Kimura diseases in children. (Al
lergy Asthma Respir Dis 2022;10:60-65)
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4cm =719 75 ElE Y 9 E 29} neck level ITI0] 91 2] 7 th
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315,000/mm’, IgE >5,000 TU/mLSC] Eof SAL = 3,002/uL, H]
MO TAMLE 25%% 0™, U 5o IgE+= D. peteronyssinus
67.70 KUA/L (class 5), D. farinae 100.00 kU,/L (class 6), Japanese
hop 39.70 kUa/L (class 4), cat 3.94 kU4/L (class 3)$it}. HA|= C3
105 mg/dL, C4 28.0 mg/dL, CH50 >60.0 U/mL, &-318}A]|(anti-
nuclear antibody), &0]%1}+4 DNA -|(anti-ds DNA antibody),
20| 23} (anti Sm antibody), FUFE] 2 21Z}(rhematoid factor),
3} Ro(SS-A) TA|(anti-Ro/SSA antibody), & Ra(SS-B) 34| (anti-La/
SSB antibody)+ T S/30]ick 37 71402 71K 02 A
ot 1gGL, IgG2, 1gG3, [gGa= = M) AALA 650.9,362.5, 157,
6.6 mg/dL, A A Ao A 589.9,313.6, 13.5,6.9 mg/dL‘ﬂE]-.

AysFsA AL A FHQ AR A /T ol 12.3/0.55 mg/dL, &
oHal/E] 7.1/4.2 g/dLo| itk R AATO)A HIZ 1.022, pH 5.5, T
W 57, 2@+ 0-1/high-power field 3Tt H|7] 5 A A 7]134]
A & A 2w 2 (forced vital capacity, FVC) 82%, 1%

Fig. 1. (A) Clinical image of the patient showing protrusion of the left eyeball. (B) Submandibular and submandibular masses measuring 3 cmx4.
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Fig. 2. (A) Multiple prominent lymph nodes in both level IA and IB, left level Il, in the neck computed tomography (CT). (B) CT showing ocular protrusion with diffuse
spindle-shaped enlargement of the left medial rectus and inferior rectus and superior oblique muscles.

Fig. 3. Histology shows lymphoid follicles with distinct germinal centers infiltrated by many eosinophils and histiocytes (H&E, x 10) (A), and abundant eosinophilic in-
filtration (H&E, x40) (B).
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He] 27: 98 33 AA| A4 2] hematoxyling and eosin &
Aof| ] Hlj5-4l(germinal center) ¥} £ Fyko] FRIQIGE T4
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Fig. 4. Total IgE, eosinophil count, eosinophil percent in nasal secretion (A) and eosinophil cationic protein (B) before and after dupilumab treatment. Tx, treamtment.
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