Oral pemphigus as first sign of an inflammatory
myofibroblastic tumour in an 18-year-old male
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DESCRIPTION

An 18-year-old male patient suffered from
painful oral ulcers, causing 10 kg body weight
loss. The dermatologist diagnosed him with
pemphigus, based on the clinical characteristics
of the ulcers. Owing to the weight loss an
abdominal mass became palpable. On CT (figure
1) a large hypervascular heterogenous solid mass
was found, with central calcifications (maximum
diameter 20 cm). Percutaneous biopsy revealed
an inflammatory myofibroblastic tumour (IMT).
Pemphigus was interpreted as paraneoplastic
symptom.

Owing to the hypervascularised nature of the
tumour on CT, 5 days before surgery selective
embolisation of the major arterial blood suppliers
was performed by percutaneous angiography. En
bloc resection of the tumour, left kidney and a
small part of the left adrenal gland (figure 2) was
performed with minimal blood loss.

The pathologist found a radically excised 19 cm
IMT, with negative staining for anaplastic lymph-
oma kinase (ALK gene).

Paraneoplastic pemphigus is mostly associated with
haematological malignancies; it is only rarely seen
with non-haematological neoplasms, such as IMT.!
IMTs are neoplasms of intermediate biological poten-
tial, composed of myofibroblastic mesenchymal
spindle cells accompanied by an inflammatory infil-
trate. ALK gene rearrangements are present in up to
70% of IMTs. The most common sites of origin are
the abdominopelvic region, lung, mediastinum and
retroperitoneum. They frequently recur locally (espe-
cially when located in the abdominopelvic region),
but rarely metastasise. The latter is most often seen in
ALK-negative tumours.” Tumour excision with wide
margins is indicated to minimise the chance of local
recurrence.” Time course and pattern of development
of distant metastases is not well described in the lit-
erature. Owing to the high risk for recurrence,
regular clinical follow-up of patients after local resec-
tion of IMT is advised. After 2 years of follow-up
there were no signs of recurrence in this patient. The
paraneoplastic pemphigus is in remission after radical
tumour removal and adequate immunosuppressive
drug therapy.!

Figure 1

(A) Coronal view of the preoperative CT of the abdomen, showing a large hypervascular inhomogeneous
solid tumour in the left hemiabdomen, with central calcifications (see white spots in the tumour), measuring
20x9x11 cm. Multiple arterial suppliers and venous structures are detected, with a maximum diameter of 2.2 cm

(indicated by the arrow). The tumour is possibly invading the left kidney, and is located against the spleen and psoas
muscle. Furthermore, the tumour causes shift of the ascending colon and small intestine. There are no pathologically
enlarged lymph nodes or signs of distant metastasis. (B) Coronal view of a vascular subtraction reconstruction of CT of
the abdomen, illustrating the hypervascular state of the inflammatory myofibroblastic tumour.
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Figure 2 (A) In vivo image of the solid tumour with a clear exposure of a large vascular structure (indicated by the arrow). (B) Surgical specimen:
en bloc resection of the tumour, left kidney and a small part of the left adrenal gland.
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