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Esophageal Scleroderma- Changes in Esophageal Manometry
Mayank Jain

Fig. 1: Manometry

S

ystemic sclerosis (scleroderma)
commonly involves the esophagus.
It mainly causes esophageal
motility disturbances which lead
to gastroesophageal reflux and its
complications. 1,2
A forty year old lady presented
with history of gradually progressive
dysphagia for solids and liquids for
last one month. Upper gastrointestinal
endoscopy done at an outside centre
revealed reflux esophagitis (Los Angeles
Classification-C). She was given proton

pump inhibitors for 4 weeks with
which she had excellent improvement.
She returned three months later with
worsening dysphagia. She had lost
around 2 kgs and noted skin thickening.
Her appetite remained good. On high
resolution manometry (Figure 1), basal
lower esophageal sphincter pressures
were normal and mean integrated
relaxation pressures was <15. There
was absent contractility in the distal
2/3 of the esophagus (smooth muscle
portion). The possibility of scleroderma
was considered. Anti nuclear antibodies
were positive. She was stared on high
dose PPI with good relief in symptoms.
O ve r a s i x m o n t h f o l l o w u p , s h e
noted Raynaud’s phenomenon and
progressive skin tightening suggesting
disease progression.
Progressive systemic sclerosis
(PSS) causes smooth muscle atrophy
and fibrosis of the distal two-thirds
of the esophagus. Motility studies
show reduced-amplitude or absent

peristaltic contractions in this region
and normal or decreased lower
esophageal sphincter pressure. Patients
complain of dysphagia, heartburn,
and regurgitation due to reflux and
dysmotility. Complications include
strictures (17% - 29%) and Barrett
esophagus (up to 37%). Symptoms
correlate poorly with evidence of
esophagitis or abnormal 24-hour pH
recordings. 3
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Gallstone Pancreatitis and Extramedullary Paraspinal
Hematopoiesis in Hb E/beta Thalassemia
Longjam Goldie1, Wangda Kinzang2, Gautam Thangjam3, Vaskarjeet Konsam 4

A

45 years old male with Hb E/beta
thalassemia and past history of
multiple blood transfusions presented
with diffuse abdominal pain for 2 days.
The physical examination revealed
icterus, anemia and generalized tender
abdomen with hypoactive bowel
sounds. Laboratory studies showed
hemoglobin of 8 gm/dl, elevated serum
lipase 15000U/L (23-300) and amylase
1300U/L (30-110). Liver function test
was deranged with total bilirubin of
Fig. 1: Chest x ray showing well-defined
extra cardiac shadow

10.8mg/dl, direct fraction comprising
of 6.8mg/dl, SGOT 63 IU/L(17-46),
SGPT 75 IU/L(13-69) and ALP 159U/
L(38-129). Renal function test was
normal. Abdominal ultrasound showed
evidence of pancreatitis, cholelithiasis
with mildly dilated CBD of 6mm
and hepatosplenomegaly. The chest
X - r a y s h o we d we l l c i r c u m s c r i b e d
shadow behind the heart (Figure
1) and lobulated bilateral thoracic
paraspinal mass extending from D8-12
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