A 65-year-old man with chronic
abdominal pain and diarrhea
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mﬁ%uﬁiwmﬁigﬁw 16 buscopan, omeprazole Llay antacid
FE:  denudoused snsenidulsnenaduladia g
PE: V/S: BT 37°C, PR 86/min, RR 16/min, BP 135/76 mm Hg
GA: good consciousness, mild pallor, no jaundice, no cuta-
neous stigmata of chronic liver disease
Heart: Normal S1S2, no murmur
Lung: normal breath sound
Abdomen: mild distension, surgical scar at RUQ, no superfi-
cial vein dilatation, no shifting dullness & fluid thrill,
no mass, not tender

Liver & spleen - not palpable, liver span 10 cm

Nervous system: unremarkable

Lymph node: two 0.5-cm-sized lymph nodes at left cer-
vical area

Skin: No rash

Rectal examination: normal sphincter tone, no mass, no rectal

shelf
N1SASIDNNBVUNURNTS

CBC: Hct 32.8% (MCV 92 L) WBC 9,200/mm?® (N 42%, L 35%, M 16%,
E 6%)
platelets 180,000/mm?

Peripheral blood smear: normochromic normocytic blood picture

BUN 15.1 mg/dL, Cr 0.9 mg/dL

Na 140 mEq/L, K 3.9 mEq/L, Cl 106 mEq/L, CO, 28 mEq/L

LFT:  TB 0.9 mg/dL, DB 0.5 mg/dL, AST 18 U/L, ALT 48 U/L, AP 179
U/L, GGT 58 U/L, Alb 3.5 g/dL
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W i)

PT 11 sec (10-13), aPTT 26 sec (24-32), LDH 200 U/L
Stool:  no WBC, no RBC, no parasite
Anti HIV - negative

anus1y

NihemaEeIMILIauiuaILSnmite sha  SaNfuviaey
sioarhwdasfieals YlAAndangalanfidu systemic involvement i TB
lymph node, lymphoma, fungal infection %Q IR IAaLFY
pvnauasisnstnmdnclald NMIATIa COT abdomen WalGsNLE
multlple intra-abdominal 1ymphadenopathy el vL(ﬂ‘*m lymph node bi-
opsy ‘Vl cervical area Lmea‘mmaﬁﬂm ‘lmmmzfmmaﬁ TB lymph node En
Lymphoma M3 ‘aandasamanssimnzansuazdnt Ine $3uU ran-
dom biopsy uit laiwusaelselad bl FPBNATIITIMENLNeDs AR
ﬁﬂaIW%uﬁﬂ %ﬂéfﬁ? lymph node biopsy %11‘7'! supraclavicular area 3939
H&E stain WU abnormal cell infiltration (mwﬁ 1) “%ﬂ@@d CD 117 (mwﬁ 2)
Lauiiafiaene Giemsa stain WUTAATEAWUEE bright purple granules
(ﬂ‘lwﬁ 3) SINNUGTIA serum tryptase >200 ng/mL (1.9-13.5 ng/mL) oN

Aasedn systemic mastocytosis

WA 1 (ﬁﬂﬂ) Supraclavicular lymph node H&E stain WU abnormal cell infiltration

("819) Immunohistochemistry study: Positive for CD117

(331) Giemsa stain: Mast cells with bright purple granules packed in the cytoplasm
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Review
Systemic mastocytosis

ulsARAENAMSIANS IMAEMS ¥ 399 mast cells ReUnd Lag
mymandtinuanenarivll %{uaijﬁumi ¢ w189 mast cells TuaTensi
LANGNITIb LAYHAYDS mediators MEIIN mast cells (919 1) 91399
Tsaitasmwsnnd q@‘ﬁﬁwﬁa uamawnﬁawaﬁawmwamwaﬂigqﬁ Vlﬂmig@ﬁ YUY
MOAUINT asssuutsy M wunansle

ansmessuumaiuansuazau léun

1. omsthevias Wuamsfinutesd 0 Aatazanns 50% leuifie
16 2 wuw 16un dyspeptic pain FIRPNNMITINTA lNTEINNZaNYNTUAS

A15197 1 91N15UAZETINTSI AIADY systemic mastocytosis

Cutaneous manifestations

Skin lesions:

urticarial pigmentosa

diffuse infiltrative papules and plaques
Pruritus
Dermatographism

Urticaria

Organ infiltration (in systemic mastocytosis)

Hepatomegaly
Splenomegaly

Skeletal lesions
Arthralgias

Bone marrow infiltration

Lymphadenopathy

Mast-cell mediator - related

Prolonged episodes of flushing

Intermittent gastrointestinal complaints e.g.
diarrhea, abdominal pain, nausea, vomiting

Palpitations/tachycardia

Hypotension

Headache

Lightheadedness, dizziness, syncope

Anaphylaxis

Respiratory symptoms

Altered cognitive functions e.g.
poor attention, irritability, impaired memory,
personality change

Peptic ulcer disease, gastritis, duodenitis,
malabsorption

Fever
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1. wSuaMsiNea N mast cell mediators

A151971 2 TIATIINUIINNTG DINABINALAKEYNT IHISA systemic mastocytosis

Esophagus Stomach and Duodenum Small Intestine Colon and Rectum
esophagitis peptic ulcers thickened jejunal folds ~ nodular lesions
esophageal stricture thickened gastric or with edema urticarial lesions in
varices duodenal folds dilated small bowel the rectum

nodular mucosal lesions multiple polypoid lesions
urticarial lesions diffuse intestinal

telangiectasias
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M15197 3 N1539AR8 systemic mastocytosis AN WHO criteria

Major criterion Minor criteria

Multifocal, dense aggregates of  a. In biopsy section, >25% of the mast cells in the infil-

mast cells ( 15) detected in sec- trate have atypical morphology, or, of all the mast
tions of bone marrow and con- cells in the aspirate smear, >25% are immature or
firmed by tryptase immunohis- atypical

tochemistry or other special b. Mast cells co-express CD117 with CD2 and/or CD25

stains c. Detection of KIT point mutation at codon 816 in bone
marrow, blood, or other extracutaneous organs

d. Serum total tryptase persistently >20 ng/mL (not a

valid criteria in cases of systemic mastocytosis with

associated clonal hematologic non-mast-cell lineage

disease)

Diagnosis may be rendered if one major plus one minor or three minor criteria are fulfilled.

11 mmjmﬁ fhudismaviasas mediators [ anti-histamine (H,)
§I0eNIT 2 hydroxyzine, diphenhydramine, fexofenadine, cetirizine,
chlorpheniramine LQE anti-histamine (Hz) W 8 ranitidine, famotidine
1¥5nsnanmsdu thevias niuas

1.2 N cromolyn sodium #5nmamseaul “andeu voa e
11av189

13 &1 corticosteroids Winmamzanasulafin o
usavASs emsviediy (ascites) LLazmmiﬁa@Ldmﬁaamﬂms@@%m 19
29N lan L “unnsas

2. MaSnE e SUlSA systemic mastocytosis N alpha-

interferon 111 first-line waaa 1 Eﬂéu \%% cladribine Wa¢ imatinib mesy-

late
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