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CASE REPORT
Angiomatoid fibrous histiocytoma; Retroperitoneal rare manifestation.

Naila Jabbar', Farooq Ahmad Rana?, Hasham Akram?, Zaka Ullah*

Article Citation: Jabbar N, Rana FA, Akram H, Zaka Ullah. Angiomatoid fibrous histiocytoma; Retroperitoneal rare manifestation. Professional

Med J 2023; 30(03):421-423. https://doi.org/10.29309/TPMJ/2023.30.03.7330

ABSTRACT... Angiomatoid fibrous histiocytoma (AFH) is a sporadic, soft tissue cancer with malignant potential that happens
most frequently in children and young adults. We represent an infrequent case of young male with retroperitoneal AFH. Only
a rare case reports have been defined that classically occur in the extremes of the deep dermis and subcutaneous tissue,
followed by head and neck, as well as the trunk. We emphasize that AFH may occur in retroperitoneal tumors. Surgical

resection is mainstay management because it decreases the local symptoms.

teenager of 18 years with normal built and height.
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INTRODUCTION
Angiomatoid fibrous histiocytoma is an

uncommon, low-grade malignant soft tissue
tumor of uncertain histogenesis. It most
commonly occurs in the deep dermis or sub cutis
of the extremities in children and young adults." It
was named “Angiomatoid fibrous histiocytoma”
in 1979 by Enzinger. Only rarely does this tumor
occur outside somatic soft tissues, including the
brain, mediastinum, lung, bone, retroperitoneal
and omentum.2?

Real level of differentiation is still unknown. The
termtumoris used instead of malignant because of
AFH behavior (slow growth and rare metastasis),
its good prognosis and benign appearance and
wide local excision being sufficient management.*

Here, a case reported of Angiomatoid fibrous
histiocytoma presented in retro peritoneum. The
diagnosis of AFH was based on pathological
review along with immune/histochemistry.

CASE REPORT

Our patient presented to us in outpatient
department with complain of pain in left side
of upper abdomen for last 3 months. He was a

He was in usual state of health 3 months back,
then he experienced recurrent episodes of painin
left upper abdomen. It was sudden in onset and
progressively increase in intensity day by day.
He has no associated fever, nausea, vomiting,
bleeding episodes, night sweats, weight loss,
melena or hematemesis etc. there was no
history of other recent systemic illness. He
visited emergency of different hospitals for pain
management. No proper follow up done.

On clinical examination, Abdomen was of normal
contour. there was no mass palpable in whole
abdomen. Examination of abdomen, respiratory
system, nervous system was unremarkable.
No palpable Ilymphadenopathy. Baseline
investigations are normal including CRP. Chest
X-ray was normal. Bleeding profileis within normal
limit. ESR was 72 mm/1 SUHR. Amylase, lipase,
Beta hCG, LDH, Alpha Fetoprotein and other
markers were normal. Abdominal sonography
showed mixed echogenicity lesion measuring
13.3 x 4.7cm in epigastrium anterosuperior to
pancreas. Gastroscopy and Colonoscopy were
unremarkable.
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CT scan defined a well-defined retroperitoneal
areaof10.1x9.5x5.0cminthelefthypochondrium
(Picture-1).

Picturee-1. CT scan showing mass

Endoscopic Ultrasonography shows a well
capsulated dumble shaped avascular 12.3x 5 cm
mass with internal necrosis in retroperitoneal area
in gastric bed. PET scan was negative.

In biopsy tissue cores showed lymphohistiocystic
infiltrate and spindle cell proliferation. All stains
(ZN, GMS, SOX10, Desmin, DOG1, CD117 and
ALK) were negative. Only CD 48 was positive in
scattered histiocytes (Picture-2).
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Picture-2. H & E (40X) and Desmin

Per operatively, a nodular mass of 7.3x3.5x3.5cm
was retrieved from left retro peritoneum without
any extensions with stomach bed and pancreas.
A benign looking mass. Cut surfaces revealed
hemorrhagic clot like appearance with yellowish
rim at periphery. On biopsy, Diagnosis was
Angiomatoid fibrous histiocytoma. But lesion was
present at inked margins.

On follow up, patient was stable and symptom
free with healthy wound. Oncology consultation
done. Post operatively, on investigations there
was no evidence of residual disease and
metastasis. Patient is kept under follow up. After
every 6 months, follow up CT scan is being done

which is unremarkable so far.

DISCUSSION

AFH is a very rare mesenchymal neoplasm of
uncertain differentiation, initially described as
malignant AFH. It most commonly occur in Young
adults and children involving deep dermis and
subcutaneous tissue of limbs, followed by head
and neck, trunk and bone.? It frequently present
as unproblematic and slow growing tumor but
most common symptoms of AFH are fever,
weight loss, anemia, Castleman disease like
lymphadenopathy and polyclonal gammopathy.®

Conferring to one pathological review, AFH
typically reveals four features: a pseudo
angiomatous pattern, fibro histiocytic cell
proliferation, a fibrous pseudo-capsule and
plasma lymphocytic infiltrate.® Radiograph and
CT scan usually shows heterogeneous mass
with enhancing parts or cystic component, in
case of sarcoma. MRI mostly shows (a) foci of
artefacts representing hemosiderin deposits, (b)
an enhancing fibrous pseudo capsule showing
hypo intention T1 and T2 imaging and (c) multiple
internal cystic areas.’

It is repeatedly misdiagnosed primarily. A minor
number of AFH cases recur locally and rare
number of cases metastasize. The best remedy
for AFH is surgery along with a wide local
excision. Complete treatment such as radiation
and chemical therapy can be used when wide
excision of boundaries are not possible.?

A lot of studies are done to determine the
malignant potential of AFH. A meta-Analysis of
multiple AFH studies describe that huge number
of patients 73.2% have good prognosis and they
remain disease free. 23.2% patients develop
recurrence and rate of metastasis within 2 years
is 8.7%. Clinical behavior of tumor cannot be
predicted grounded on clinical and histological
parameters.®'® Due to its low malignant rate and
unpredicted behavior, we have kept our patient
under strict follow up.
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