A 2-month-old boy with Gl obstruction
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Fhivsical examination:
GAA Thal boy rmtable but active, abdorminal distension, BW 5 kg
Wo BT 37 € Pulsel30/min, BF 96/54 mmHg, RR 40/min
HEENT: not pale.no jaundice, active.mild dry lips.dry tonge pharynx and tonsils are not injgcted
RS normal chest contour.symmedtrical chest movement, normal breath sound. no adventifious sound
Cv'S:no active precordium, normal 5152 no murmur

Abdomen: distended abdomen, no ervthema of abdorminal wall, visible bowel loop, decrease bowel sound, no palpable mass.liver and
spleen are impalpable

Extremities: no edema, no Cyanosis
FR: minirnal vellow feces, good sphincter tone

Easic investigations:

CBC: Het 27326 Hb 9g/dL WEBC 15, 400(PMNE32E, L 4532¢) Platelet 353,000
Electrolytes: Nal34 mmol/L. K57 mmalfL, CIT07 mmol/l, HCO3 15 mmol/L
Flain abdormen:

Marked dilatation of some small bowel and large bowel

Clinical course:
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Further Investigations: Barium enema

Mo definite evidence of transitional zone which suggested Hirschsprund's disease is demonstrated. However, diffuse dilatation of small
bowel more than large bowel are detected, low small bowel obstruction can not be excluded.

Long Gl study:

Dilate stomach with gastroesophageal reflux. The Dd-junction is within normal position. Dilatation of jejunum and small bowel are
observed nearly entire abdomen.

Imp: Small bowel obstruction is possible, level of obstruction cannot definite identify.

Operation
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Pathology

Fathologic description:

1- Thickening of the intestinal wall by proliferation of myofibroblastic cells in the lamina propria, submucosa.muscular wall and serosa | H
& E 40)

2- Higher magnification of Fig 1 { H & E 200)

3- Masson Trichrome stain dermonstrates blue color of fibrous cormponent and red color of muscle fiber { H & E 200)
4- Dispersing in the myofibroblastic bundles are ymphocytes.plasma cells and few eosinophils. ( H & E 400)
Pathological diagnosis: Inflammatory myofibroblastic tumor

Clinical course {post-operation):

==0n ventilator support 03 days

==>Post operative fever at days—:>= Pneumonia

==NPO ST days
==5tart TREN

==Step feeding Sufeed 168 lallon Sau aavs=Und
Final diagnosis:

Inflamsnmatory myofibroblastic tumor

Soft tissue tumors In Pediatrics:

==TUmor of vascular 29%;

==Neuragenic 1525

==Myogenic (striated muscle) 1422
==Fibroblastic-Myofibroblastic fumors 122

Spectrum of Fibroblastic/Myofibroblastic tumors:

Table 1: Tumors of Fibroblastic and Mycofibroblastic Clrigin in Children and Adolescents

Infantile Fibrosarcoma (uncommon))

Myofibroma/bMyofibromatosis (common, includes “infantile hemangiopericyloma’)
Pericytic Tumor with t(7;12) (rare, most likely will be classified with myopericytoma)*
Inclusion Body Fibromatosis (rare)

Fibrous Hamartoma of Infancy (rare)

Desmoid (uncommon)
Fibromatosis Coli {uncommon)
Gardner Fibroma {uncommon}

Infla mineEtory Mﬂﬁhrﬂhlasﬁc Turmnaor juncommon

Modular Fasciiis (uncommony)

Calecifying Aponeurctic Fibroma (rare)

Calcifying Fibrous Tumor (rare)

Juvenile Hyaline Fibromatosis (rare)

Lipofibromatosis (rare)

Solitary Fibrous Tumor (rare, includes “adult hema ngiupﬂncrtu-ma"]

‘= recently described entity with features mimicking hemangiopericytoma-like myofibroma

Inflammatory Myofibroblastic Tumor
Other names:

==Atyvpical fibroryxoid tumaor

=xPseudosarcomatous fibromy:=oid turmor
==Flasma cell granuloma

==Pseudosarcomatous myvofibrofic praliferation

=z=|nflamrmatory pseudotumor

Unknown etiology

==Immunologic response to infectious or non infectious agent

==Tre neoplasm

==h0-60%8 of cases —=2p23 rearrandement invalving ALK Qeng

==A5500ated with
........... Frevious abdominal surgery
........... Lung infections

........... Carmpylobacter jgjuni infection

Most common sites : lung. small and large bowel mesentery,

rediastinum, retroperifoneunm

Clinical: non specific, depend on location
Pathology

===3pindle cell proliferafion with rvofibroblastic differentiation with a collagen stroma and chronic inflarmmatory infifrate of vrmphocdes
Losinophils and plasma cells

===Histological patiern
Modular fasciitis-like
Fibrous histocytoma like

Desmoid or scar tissue tvpe
Diagnosis : based on histological findings

Treatment : surgical Excision

Recurrent 15 commaon, within 1 vear of the time of initial surgery

Adjuvant therapy has limitted application

Prognosis:

Tumor related deaths (< 102 of cases)—:= local invasion

Lang term F/U Is necessary 1o detect local recurrence and confirm the benign nature of tumor
—= Clinically and radiologically mimics malignant tumaor esp. sarcoma





