Severe Oral Ulcerations Associated with Myeloid Neoplasm
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Background
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• Acute onset severe oral ulcerations can
be associated with a variety of systemic
diseases, including hematologic
malignancies
• Thorough workup with attention to
other sites of involvement, relevant
laboratory studies, and histopathology
are essential to elucidate a diagnosis

Case Summary
• 68-year-old male with GERD, HLD
• Referred for urgent evaluation of acute
onset severely painful oral ulcerations
• Ulcers present 1 month and associated
with 20 lb. weight loss, transient neck
pain, frequent epistaxis, and rash
• Extensive infectious disease and
rheumatologic workup negative
• Skin biopsy revealed perifollicular
neutrophilic granulomatous
inflammation and superficial
perivascular lymphohistiocytic infiltrate
• Beçhet disease was considered, but
oral ulcerations worsened despite
colchicine 0.6 mg BID and
methylprednisolone up to 96 mg daily
• Patient admitted for pain management
and multi-disciplinary workup, during
which persistent eosinophilia
suggested a possible hematologic
malignancy
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Hematologic Malignancy Workup
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• FIPL1-PDGFRA gene fusion
• Variant in RUNX1

Bone marrow aspirate • Moderately hypercellular
and biopsy
• Left-shifted myeloid10.6 – 21.5 mg/L
predominant maturing
trilineage hematopoiesis
16 mg/L
• Increased mast cells (10%)
>2000 pg/mL
• Blasts <5%
1:320, homogenous
• Overt dysplasia not present
Positive

Diagnosis & Outcomes
• Myeloid neoplasm associated with eosinophilia and rearrangement of
PDGFRA
• Patient started on imatinib 400 mg daily, complete molecular remission achieved
within 2 months, oral ulcerations have not recurred

Conclusions
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• Myeloid neoplasm associated with eosinophilia and PDGFRA rearrangement is a
rare malignancy with a striking male predilection (18:1) and exquisite
responsiveness to imatinib1,2
• Elevated vitamin B12 is a common laboratory finding1,2
• Painful oral ulcerations with non-specific clinical and histopathologic features that
are refractory to high-dose glucocorticoids can be a presenting feature3-5
• Though rare, oral medicine specialists should be aware of this oral manifestation
of underlying malignancy

References
1. Reiter A, Gotlib J. Myeloid neoplasms with eosinophilia. Blood. 2017;129(6):704-714.
2. Rohmer J, Couteau-Chardon A, Trichereau J, et al. Epidemiology, clinical picture and long-term outcomes of FIP1L1-PDGFRA-positive myeloid neoplasm with
eosinophilia: Data from 151 patients. Am J Hematol. 2020;95(11):1314-1323.
3. Ionescu MA, Murata H, Janin A. Oral mucosa lesions in hypereosinophilic syndrome--an update. Oral Dis. 2008;14(2):115-122.
4. Tsuda K, Tanimoto T, Hayakawa K, Komatsu T. Oral mucosal manifestations of chronic eosinophilic leukaemia with FIP1L1-PDGFRα. BMJ Case Rep. 2016
5. Curto-Barredo L, Segura S, Ishii N, et al. Pemphigus-like hypereosinophilic syndrome with FIP1L1-PDGFRA fusion gene: A challenging and uncommon clinical
presentation. J Dermatol. 2019;46(6):531-534.

