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Successful Remission of Recurrent Anaphylaxis after Omalizumab Administration
in a Patient with Systemic Mastocytosis

Hongran Moon', Hee Joon Jangl, Choon Geun Lee', Young-Chan Kim'?, Shin Hye Yoo', Dong Soon Lee’, and Hye-Ryun Kangl’2
IDepartment of Internal Medicine, Seoul National University Hospital, Seoul National University College of Medicine, Seoul;

“Institute of Allergy and Clinical Immunology, Seoul National University Medical Research Center, Seoul;
‘?Department of Laboratory Medicine, Seoul National University Hospital, Seoul National University College of Medicine, Seoul, Korea

Mastocytosis is a disorder characterized by abnormal mast cell proliferation and accumulation in one or more tissues. It pres-
ents in two major variants: cutaneous mastocytosis and systemic mastocytosis. Because the symptoms are related to mast cells,
histamine receptor antagonists and leukotriene receptor antagonists are recommended as therapeutic options. Here, we report a
54-year-old male patient with a history of urticaria pigmentosa who presented with recurrent anaphylaxis. His serum tryptase
level was 31.7 ng/mL and mast cell infiltration was observed in his bone marrow. He had frequent attacks of anaphylaxis de-
spite treatment with ketotifen, levocetirizine, and montelukast. Symptoms related to systemic mastocytosis were controlled and
the patient exhibited no recurrence of anaphylaxis following the introduction of monthly omalizumab injection. Omalizumab
can be considered as a treatment option in patients with systemic mastocytosis unresponsive to conventional oral medications.
(Korean J Med 2018;93:68-73)
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Table 1. InmunoCAP® test results for serum specific IgE to bee
venom allergens

Allergen kUA/L Class
Honey bee 3.33 2
Bumble bee 0.93 2
Hornet 0.84 2
Wasp 0.57 1
Paper wasp 0.18 0
Wheat 1.96 2
Gluten 0.12 0
Omega 5 Gliadin <0.1 0
Apple 0.66 1
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Table 2. Multiple Allergen Simultaneous Test® (MAST®) re-
sults for serum specific immunoglobulin E to common allergens

Allergen LU/mL Class
Total IgE 110 2
Soy 33 1
Milk 0 0
Egg white 0 0
Crab 7 0
Shrimp 11 0
Peach >300 4
Acacia >300 4
Ash 52 1
Birch >300 4
Willow >300 4
Hazel >300 4
Japanese cedar >300 4
Oak >300 4
Poplar >300 4
Plane 102 2
Bermuda >300 4
Orchard >300 4
Timothy >300 4
Rye >300 4
Goldenrod >300 4
Pigweed >300 4
Russian thistle >300 4
Dandelion >300 4
Mugwort >300 4
Ragweed >300 4
Alternaria 15 0
Aspergillus 3 0
Cladosporium 5 0
Penicillium 1 0
Cat 0 0
Dog 3 0
Cockroach >300 4
House dust mite 3 0
Dermatophagoides farinae 6 0
Dermatophagoides pteronyssinus 0 0
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Figure 1. Histological findings on bone marrow sections. Multifo-
cal, sharply demarcated infiltrates consisting of a central core of
lymphocytes surrounded by mast cells were observed. (A) Hema-
toxylin and eosin staining, x200. (B) Hematoxylin and eosin stain-
ing, x100. (C) Infiltration of spindle-shaped CD25" mast cells
(immunohistochemical staining for CD25, x200). (D) Infiltration
of mast cells with CD117 positivity (immunohistochemical stain-
ing for CD117, x200).
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Major criteria

Multifocal, dense infiltrates of mast cells (> 15 in aggregates) detected in sections of bone marrow and/or another extracutaneous
organ and confirmed by tryptase immunohistochemistry or other special stains

Minor criteria

a. In biopsy sections of bone marrow or other extracutaneous organs, more than 25% of the mast cells in the infiltrate are
spindle-shaped or have atypical morphology, or of all mast cells in bone marrow aspirates smears, more than 25% are immature or

atypical mast cells.

b. Detection of an activating point mutation at codon 816 of KIT in bone marrow, blood, or another extracutaneous organ.

¢. Mast cells in bone marrow, blood, or another extracutaneous organ express CD117 with CD2 and/or CD25.

d. Serum total tryptase persistently greater than 20 ng/mL in the absence of an associated clonal myeloid disorder.

WHO, World Health Organization.

*Diagnosis may be rendered if one major plus one minor or three minor criteria are fulfilled.
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