
Mast cell activation syndrome (MCAS) diagnosed
using double-balloon enteroscopy

A 69-year-old woman was referred for
small-bowel endoscopy because of ab-
dominal pain and diarrhea of 1-year’s
duration. She complained of bloating and
fullness of her abdomen, accompanied by
headaches, occasional palpitations, and
anxiety. Her past medical history was po-
sitive for coronary artery disease, hyper-
tension, and hyperlipidemia. An outpa-
tient colonoscopy revealed diverticula.
Esophagogastroduodenoscopy, including
biopsies of the stomach and duodenum,
was normal. Clinical examination was un-
remarkable except for dermographism.
Laboratory data were within reference
ranges. Special laboratory tests including
vanillylmandelic acid, epinephrine, calci-
tonin, and chromogranin A were normal.
The patient underwent an oral double-
balloon enteroscopy (DBE), which dis-
closed non-specific findings such as ede-
ma and minimal erythema of the jejunal
mucosa (●" Fig.1). Histopathological anal-
ysis revealed mast cell infiltration of the
jejunal mucosa (●" Fig.2). A bone marrow
aspirate and a skin biopsy were negative.
A diagnosis of mast cell activation syn-
drome (MCAS) was made, and the patient
was placed on sodium chromoglycate, ra-
nitidine, and H1 blockers. Her symptoms
gradually improved and at 10-months fol-
low-up she remained clinically stable.
Mast cell activation disease (MCAD) com-
prises a collection of disorders character-
ized by accumulation of genetically
altered mast cells which, potentially, can

affect the function of any organ [1].
MCAD is now classified into indolent mas-
tocytosis, isolated bone marrow mastocy-
tosis, smoldering systemic mastocytosis,
systemic mastocytosis with clonal hema-
tologic disorder, aggressive systemic mas-
tocytosis, and mast cell leukemia [1]. In
contrast, patients with MCAS have the
typical symptoms of MCAD but fail to
meet the classic World Health Organiza-
tion (WHO) criteria for systemic mastocy-
tosis [1,2]. Furthermore, MCAS often does
not result in any abnormalities identified
during laboratory testing, including tryp-
tase and chromogranin A levels [1–3].
Nevertheless, patients with MCAS suffer
from the same symptoms as patients
with systemic mastocytosis [1–3]. Thus,
MCAS may be an important and probably
unrecognized cause of irritable bowel
syndrome (IBS) [1,3].
Any endoscopist dealing with patients
with IBS-like symptoms should therefore
include MCAS as a possible cause of the
patient’s symptoms and look for this con-
dition. Because mast cells tend to be de-
stroyed during activation, it is not always
feasible to find them during routine biop-
sies [3]. In addition, systemic gastrointes-
tinal inflammatory disorders such as
Crohn’s disease and celiac disease are

also known to affect the small bowel in a
patchy pattern. Thus obtaining multiple
biopsies of even normal-appearing mu-
cosa from various sites in the gastrointes-
tinal tract and communicating with the
pathologist to specifically search for mast
cells may improve the recognition of this
condition.
To the best of our knowledge, this is the
first report on the utility of DBE for the di-
agnosis of MCAS. This report should serve
as an impetus to consider MCAS or MCAD
in patients with IBS-like symptoms pre-
senting for small-bowel endoscopy.
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Fig.2 Histological
view showing infiltra-
tion of the jejunal
mucosa with mast cells
(arrows).

Fig.1 Jejunal mucosa with mild edema.

UCTN – Unusual cases and technical notesE72

Mönkemüller K et al. MCAS diagnosed using DBE… Endoscopy 2012; 44: E72–E73

T
hi

s 
do

cu
m

en
t w

as
 d

ow
nl

oa
de

d 
fo

r 
pe

rs
on

al
 u

se
 o

nl
y.

 U
na

ut
ho

riz
ed

 d
is

tr
ib

ut
io

n 
is

 s
tr

ic
tly

 p
ro

hi
bi

te
d.



References
1 Molderings GJ, Brettner S, Homann J et al.

Mast cell activation disease: a concise prac-
tical guide for diagnostic workup and thera-
peutic options. J Hematol Oncol 2011; 4:
10–18

2 Akin C, Valent P, Metcalfe DD. Mast cell acti-
vation syndrome: proposed diagnostic
criteria. J Allergy Clin Immunol 2010; 126:
1099–1104

3 Hamilton MJ, Hornick JL, Akin C et al. Mast
cell activation syndrome: a newly recog-
nized disorder with systemic clinical mani-
festations. J Allergy Clin Immunol 2011;
128: 147–152

Bibliography
DOI http://dx.doi.org/
10.1055/s-0031-1291587
Endoscopy 2012; 44: E72–E73
© Georg Thieme Verlag KG
Stuttgart · New York
ISSN 0013-726X

Corresponding author
K. Mönkemüller, MD, PhD, FASGE
Division of Gastroenterology,
Hepatology and Infectious Diseases
Marienhospital Bottrop
Josef-Albers-Straße 70
46242 Bottrop
Germany
Fax: + 49-2041-1016-1019
moenkemueller@yahoo.com

Mönkemüller K et al. MCAS diagnosed using DBE… Endoscopy 2012; 44: E72–E73

UCTN – Unusual cases and technical notes E73

T
hi

s 
do

cu
m

en
t w

as
 d

ow
nl

oa
de

d 
fo

r 
pe

rs
on

al
 u

se
 o

nl
y.

 U
na

ut
ho

riz
ed

 d
is

tr
ib

ut
io

n 
is

 s
tr

ic
tly

 p
ro

hi
bi

te
d.


