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Diffuse Palmoplantar Keratoderma
(Unna-Thost syndrome) with Postcricoid and

cervical esophageal carcinoma

Waiphot Chanvimalueng*

Chanvimalueng W. Diffuse Palmoplantar Keratoderma (Unna-Thost syndrome) with
Postcricoid and cervical esophageal carcinoma. Chula Med J 1998 Sep; 42(9): 695-700

A case of postcricoid and cervical esophageal carcinoma associated with diffuse
palmoplantar keratoderma (PPK) or Unna-Thost syndrome is described in a middle age women
suffering from dysphagia. An association between PPK and postcricoid and cervical esophageal
carcinoma has not been previously described, but PPK has been reported in association with a
variety of internal malignancies. When PPK is associated with malignancy the prognosis is
poor. Recognizing the lesions of PPK and dysphagia may lead to early diagnosis of

pharyngoesophageal carcinoma and improved prognosis.
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Postcricoid and cervical esophageal carcinoma
usually presents late, with a downward spreading into
the esophageal inlet, and this tumor may be extensive.”
Symptoms initially tend to be mild and easily ignored,
and it is only after significant narrowing has occurred
that the patient seeks medical attention. The average
time between onset of symptoms and diagnosis is
roughly six months. When patients do present,
dysphagia is the most common symptom. @ Possible
causes include hot liquids; hot, spicy and coarse foods;
strong alcoholic beverages; cigarette, cigar and pipe
smoking; and excessive ethanol intake. Predisposing
conditions include achalasia, hiatus hernia, caustic and
other strictures, and the Plummer-Vinson syndrome.®”
It is far more common in men than women, except that
carcinoma of the cervical esophagus is more common
in women than men.” The relationship of this tumor
to sideropenic dysphagia, Paterson-Brown-Kelly or
(Plummer-Vinson Syndrome) has been reported.”’

This case report, the author described here in

A.

Figure 1. A. mark diffuse hyperkeratosis of the palms.

B. the lesion of the soles.
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a case of squamous cell carcinoma of postcricoid and
cervical esophagus in association with diffuse
palmoplantar keratoderma (PPK) or Unna-Thost
syndrome in a 48-year old woman. To the best of our
knowledge, This is the first reported case of this entity.

Case report

A 48-year old Thai woman presented at the out-
patient department of Thammasat University Hospital
with a six-month history of progressive dysphagia.

She denied cigarette smoking or alcoholic
intake but she had been diagnosed with PPK by a
dermatologist about 4 years previously. She had only
one son who was also diagnosed with PPK at age of 2
months. Physical examination revealed marked diffuse
hyperkeratosis of the palms and soles with sharp margin,
this lesion appears at the age of 3 months (Figurel).
The nasal cavity and nasopharynx were within normal
limit. Indirect laryngoscopic examination showed

normal epiglottis , vocal cord and pyriform sinus.
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An esophagogram revealed a 1x1 cm. mass
involving the postcricoid and anterior aspect of upper
esophagus (Figure2).

A direct laryngoscope was done and revealed
single smooth surface mass measuring 2-3 cm. in
diameter at postcricoid and cervical esophagus, normal
vocal cord function , pyriform sinus within normal limit
and punch biopsies was performed (Figure3). The
pathologic report was consistent with moderately

differentiated, squamous cell carcinoma. A metastatic
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work ups were performed. Chest x-ray, liver function
test and bone scan findings were normal.

A computerized tomography scan (CT scan)
demonstrated a soft tissue mass at the postcricoid
invading the cervical esophagus measuring 2.5 x 3 cm.
in diameter (Figure 4). The remaining esophagus was
unremarkable. No lymph node enlargement was

detected. Lung and mediastinum were within normal

limits.

Figure 2. Esophagogram showed mass measuring 1 cm. in diameter at postcricoid and cervical

Figure 3. Direct laryngoscope showed smooth surface

mass measuring 2-3 cm. in diameter.

Figure 4. CT scan showed soft tissue mass at

postcricoid and cervical esophagus.
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The patient was given an upper esophagectomy
and free jejunum graft interposition with microvascular

anastomosis.

Discussion

PPK is inherited as an autosomal dominant trait
and occurs equally in men and women of all races. PPK
usually presents in early infancy. Only the hands or
feet may be involved. Histologic sections of skin show
only marked hyperkeratosis.®

PPX has been reported to be associated with
congenital heart disease,” micropenis,”®’ deafness,'”

internal malignancies such as carcinoma of the lung""

and carcinoma of the esophagus. 612

The sites of the esophageal lesion were in the
lower third in half the cases and in the middle third in
about 15 percent.

Skin lesions are commonly classified
according to their origin as follows; skin lesions induced
by internal malignancies, skin lesions as a part of a
syndrome, nonspecific lesions and complications of
internal malignancies, but with an unknown relation-
ship, so-call Bowen’s disease and Paget’s disease."”

It is great importance to find out internal
malignancies even in cases of mild and non-specific
symptoms in the presence of skin lesion.

In this case, the correct diagnosis was
postponed for six months because of a lack of awareness
of the relationship between skin lesion (PPK) and the
internal malignancy.

The author advised that physical examination by
indirect laryngoscope alone in cases of PPK or other
skin lesions who present with dysphagia is not enough
for early diagnosis. Barium swallowing plays an

important role in detecting esophageal tumors. Once
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the presence of an esophageal tumor has been
established and confirmed, cross-sectional imaging, such
as CT or MR], is needed for pretherapy staging."” In
conclusion, recognizing lesions of PPK and dysphagia
may lead to early diagnosis of postcricoid and cervical
esophageal carcinoma which resulting in an improved

prognosis.
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