Interesting case (Gastrointestinal vascular malformation)

A 13-year-old boy with chronic anemia
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Physical examination
Vital signs: BT 36.7°C, HR 115/min, RR 16/min, BP 125/73 mmHg
Body weight 44.8 kgs (P, ,s), Height 149.1 cms (P, )
GA: alert, good consciousness
HEENT: pale conjunctivae, anicteric sclerae, no palpable lymph node
CVS: normal S1, S2, no murmur
RS: normal breath sound, no adventitious sounds
Abdomen: no distension, normoactive bowel sound, soft, not tender, liver and spleen
not palpable, no palpable mass

Neuro: grossly intact




Skin: multiple discrete brownish macules at malar area, lips and tongue (g‘ﬂ‘ﬁ 1)

g‘ﬂ‘ﬁ 1 Skin lesions ﬂ@ﬁéﬂ'a?;l

Investigations:

CBC: Hb 3.20 g/dl, hematocrit 10.80 %, MCV 50.9 fL, RDW 47.2 %, WBC 4,580/cu.mm,
neutrophil 69 %, lymphocyte 23 %, eosinophil 0 %, monocyte 8 %, platelets 195,000/cu.mm
Peripheral blood smear: hypochromic 3+, microcytic 3+, anisocytosis 3+, poikilocytosis 2+, few
pencil cells, normal WBC differentiation, platelet 5-20 cells/OF
: ferritin <1.98 ng/ml (50-200), serum iron 15 ug/dL (50-150), TIBC 331 ug/dL (300-360), TSAT
4.53 % (>16), reticulocyte count 2.1 % (1-2), Hb typing: Heterozygous HbE
Thalassemia profile (PCR for alpha-thal):

Gene for alpha thal 1(--SEA deletion type): found heterozygous

Gene for alpha thal 2 (-alpha 3.7 deletion type): found heterozygous

HARTIA Hb typing WAL Thalassemia profile N lATU AE Bart's disease

Problem lists:
1. Chronic refractory iron deficiency anemia since 6-year-old with history of regular blood
transfusion
Multiple discrete brownish macules at malar area, lips and tongue
History of venolymphatic malformation at right nasopharynx s/p bleomycin injection

History of hemangioma at scalp s/p excision
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Differential diagnosis:
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sy A9l 1. Intestinal polyp

. Peutz-Jeghers syndrome

. Juvenile polyposis syndrome
2. Vascular malformation
3. Hemangiomas

4. Peptic ulcer disease
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Further investigations
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Esophagogastroduodenoscopy: Wl single oval submucosal lesion at pylorus (gﬂﬁ 2D) ey
polypoid-like mass # second part of duodenum (gﬂ‘ﬁ 2F) U esophagus, gastric body LAy

fundus HAN®MLY mucosa 1N (317 2A-C, D muaIs1)

Colonoscopy: Wl pedunculated polyps/polypoid lesions # terminal ileum (gﬂﬁ 3A-C), cecum
(319 3D) ascending colon (1% 3E), descending colon (317 3F) uaz sessile polyp  rectum
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CT enterography:

. Multiple hypervascular polypoid lesions in small bowel and colon, measuring up to

2.2 cm (317 5, 6)
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' A 1.0-cm arterial enhancing round-shaped soft tissue lesion at mesenteric region;

possible another vascular malformation

. Arterial enhancing lesions at hepatic segment Il and [Va; probably hemangioma or

other arterial enhancing lesion (g“ﬂﬁ 7)
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Case progression

nadnen ussazenauaziansounistsuvseny aensie

Diagnosis: Gastrointestinal vascular malformations at colon and small bowel
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Gastrointestinal vascular malformation
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Hemangiomas

Vascular malformation

History

High endothelial cell turnover

Normal endothelial cell turnover

Presence at birth

Usually absent

Present (not always apparent)

minor surgical correction. If large or
in anatomically sensitive area,
steroids or interferon gamma or

surgical correction

Clinical Apparent 6-8 weeks after birth. | Grows in proportion with person
Proliferative phase for 1-2 years
then spontaneous involution
Diagnosis Clinical history, appearance Imaging (MR, CT, us,
angiography)
Treatment Observation if not fully involuted | Depending on site, size,

symptoms, etc.

- Conservative management
if small size and
asymptomatic

- Laser for capillary
malformations

- Sclerotherapy with or

without excision




- Surgery

A13197 2 Morphologic Classification of Vascular Malformations of the Gastrointestinal tract’

. Capillary
. Arterial
. Venous
. Lymphatic
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Abdominal radiograph 3nwwl phlebolith wul@fasas 50 1asanuaIngiesisnun Hiaan
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Magnetic Resonance Enterography Video Capsule Endoscopy

Characteristic

Mural lesion, perienteric and

extraenteric lesion

Mucosal lesion

Sensitivity (%) 71.4 92.9
Specificity (%) 60 80
Examination time 30 min 9-10 hours

Limitation

Suboptimal bowel distension

Capsule retention, capsule

coverage incomplete

Widely available

Yes

No
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2. Endoscopic therapeutic intervention

. Argon plasma coagulation Wx1zfw capillary malformation lesion

. Sclerotherapy Wa1EM venous 38 lymphatic malformation lesion

3. Surgical resection fAansaun luaasasa lil
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Response Description

Good Improvement in radiologic imaging findings of > 70% or remnant lesion in

radiologic imaging but no gross lesion identified

Intermediate Improvement in radiologic imaging findings of <70% and > 30% or self-

reported improvement of gross lesion

Poor Improvement in radiologic imaging findings of < 30%, stable disease

status, or self-reported worsening of gross lesion
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