CASE REPORT / OLGU SUNUMU

Malignant Hypertension Due to Mesenteric Fibromatosis:
A Case Report

Mezenterik Fibromatozise Bagh Malign Hipertansiyon: Olgu Sunumu
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ABSTRACT

Malignant hypertension (MHT) is an urgent clinical entity with high morbidity and mortality related to progressive renal and cardiac
dysfunction. Eye is one of the target organs which is effected due to MHT. MHT should diagnosed and treated immediately to prevent
target organ damage and death.

Fibromatosis occurs in shoulders, neck, dorsum and in soft tissues of the extremities. Also 5-10% of fibromatosis located in the mes-
entery, retroperitoneum and intestinal wall. Mesenteric fibromatosis (MF) exhibits benign pathology but it’s locally aggressive and
infiltrative. MF should be resected as wide as possible to prevent of tumor recurrence and to increase the survival ratio.

A 18 year-old female patient with epilepsy was admitted to our department of emergency complaining of blurred vision on her right
eye (OD) for two days. Best corrected Snellen visual acuity (BCVA) was 4/10 in right eye and 9/10 in her left eye. Fundus examina-
tion revealed apparent optic disc swelling, blurred optic disc margins (papilledema), hemorrhages in optic disc, cotton-wool spots and
macular edema in both eyes.

In this case report, we aimed to share diagnosis and treatment of a patient developing MHT due to recurrence of MF.
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Malign hipertansiyon giinler igerisinde progresif renal ve kardiyak fonksiyon bozukluguna bagl yiiksek morbidite ve mortalite oranina
sahip acil bir klinik tablodur. Gz, malign hipertansiyonun etkiledigi hedef organlardan bir tanesidir. Hedef organ hasarini ve hayati
tehlikeyi 6nleyebilmek i¢in malign hipertansiyonun erken tanisinin konmasi ve tedavi edilmesi gerekmektedir.

Fibromatozisler viicuttaki tiim kas dokularindan kdken alabilen en sik olarak bas-boyun, ekstremiteler ve intraabdominal olarak bulunan
yumusak doku tiimorleridir. Yaklagik % 5-10’unu intraabdominal yerlesim gosterir ve genellikle mezenterde, retroperitonda ve intesti-
nal duvarda bulunurlar. Mezenterik fibromatozis benign karakter gosterse de lokal olarak agresif ve ¢cevre dokulara infiltrasyon yapma
potansiyeline sahiptir. Bu nedenle niiksii onlemek ve sagkalim oranini artirabilmek i¢in miimkiin oldugunca genis rezeke edilmelidir.
Epilepsi hastalig1 oldugu bilinen 18 yasindaki kadin hasta 2 giindiir sag gozii ile az gérme sikayeti ile klinigimize bagvurdu. En iyi
diizeltilmis gérme keskinligi Snellen eseline gore sagda 4/10, solda ise 9/10’du. Fundus muayenesinde sag goziinde daha belirgin ol-
mak tiizere bilateral papilddem, optik disk basinda kiymik tarzi hemorajiler ve tek tiik atilmis pamuk manzarasi mevcut iken makiilalar
6demli goriiniimdeydi.

Bu ¢alismada niiks mezenterik fibromatozise sekonder malign hipertansiyon gelisen olgunun tani ve tedavisinin paylasilmas: amaglan-
mistir.

Anahtar Sézciikler: Malign hipertansiyon, mezenterik fibromatozis, papilddem, makuler star.
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INTRODUCTION

Malignant hypertension (MHT), first described by Keith et
al., is an urgent clinical entity with high morbidity and mor-
tality related to progressive renal and cardiac dysfunction.'?
In MHT, systolic blood pressure (BP) is higher than 200
mmHg, diastolic BP is higher than 120 mmHg."?

Fibromatosis is a rare fibroblastic proliferation that origi-
nates from superficial and deep soft tissue. Also it’s the most
common primary tumor of intestinal mesentery.* Fibroma-
tosis makes 3% of all soft tissue tumors and 0.03% of all
neoplasms.’ Mesenteric fibromatosis (MF) presents a benign
clinical behaviour but has metastatic potential, it’s locally
aggressive, infiltrates the nearby tissues and has a high rate
of recurrence.® MF mainly developes in females and the
fourth decade is the most commonly diagnosed period.” The
etiology is not known and most of the MF occur sporadical-
ly but it’s associated with a history of previous abdominal
or pelvic surgery, trauma, injury, pregnancy, long term use
of estrogen, familial adenomatous polyposis and Gardner’s
syndrome.?

In this case report, we aimed to share diagnosis and treat-
ment of a patient developing MHT due to recurrence of MF.

CASE REPORT

A 18 year-old female patient with epilepsy was admitted to
our department of emergency complaining of blurred vision
on her right eye (OD) for two days. Light reflexes, Ishihara
colour vision were normal both eyes and relative afferent
pupillary defect was not detected. Best corrected Snellen
visual acuity (BCVA) was 4/10 in OD, 9/10 in her left eye
(OS). Bilateral intraocular pressure and anterior segment
examination was normal. Fundus examination revealed
apparent optic disc swelling, blurred optic disc margins
(papilledema), hemorrhages in optic disc, cotton-wool spots

and macular edema (ME) in both eyes, which was promi-
nent in the right fundus (Figure 1). Bilateral serous macu-
lar detachment (SMD) was observed in optical coherence
tomography (OCT), ME thickness was 633 um in OD, 476
pum in OS (Figure 2). Bilateral hyperfluorescence of the op-
tic disc due to leakage were observed in fundus fluorescein
angiography (FFA) (Figure 2).

Provisional diagnosis was focused on increased intracranial
pressure, bilateral optic neuropathy, bilateral neuroretinitis.
Blood count, sedimentation rate, CRP, thyroid hormone lev-
els were all normal, serological and microbiological tests,
antineutrophil cytoplasmic antibodies, antinuclear antibod-
ies, rheumatoid factor were all negative.

The patient was referred to department of neurology but
no neurologic pathology was reported. Since the BP was
210/130 mmHg, the fundus picture was attributed to hy-
pertensive retinopathy. The patient was administered oral
antihypertensive therapy, laboratory tests and radiological
imaging were performed for the most common causes of
secondary hypertension such as pheochromocytoma, re-
nal artery stenosis, hyperaldosteronism. When questioned
again, the patient’s history revealed a history of previous
abdominal surgery.

In abdominal computed tomography, a large soft tissue mass
in the left retroperitoneal area associated with the tail of
the pancreas infiltrating aorta and branches of the aorta was
detected. The mass was displacing the left kidney and meas-
ured as 139x99 mm (Figure 3). In old records of the patient,
distal pancreatectomy, splenectomy and segmental left colon
resection operations were performed due to intraabdominal
mass in our hospital, in 2013. Thus, the patient was referred
to department of general surgery.

Due to infiltration, left radical nephrectomy with left hem-
idiaphragma repair, piloromyotomy, fundoplication opera-

Figure 1. Fundus photograph of both eyes.
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Figure 2. OCT appearance of serous macular detachment and FFA appearance of hy-
perfluorescence of the optic disc due to leakage.

Figure 3. Abdominal computed tomography showing a large soft tissue mass in the left
retroperitoneal area associated with the tail of the pancreas infiltrating aorta and bran-
ches of the aorta.
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tions were performed and mass was resected with a wide
margin. The final pathologic analysis confirmed the MF di-
agnosis, immunohistochemical staining showed that nega-
tive for CD34 (-), CD117 (-), DOG-1 (-), SMA (-), S100 (-),
b-katenin (-) and the Ki67 index of the cells was only 1 %.

One month after first examination, BCVA was 9/10 in both
eyes and fundus findings such as papilledema, SMD re-
gressed but bilateral macular star appeared (Figure 4). Ret-
inal pigment epithelium (RPE) abnormalities, intraretinal
exudates were observed in OCT. Bilateral ME complete-

ly resolved and the macula was reattached (Figure 4). Six
months after, BCVA was 10/10 in both eyes, macular star
and exudates regressed and there was no ME (Figure 5).

DISCUSSION

MHT is a life-threatening disease, which can effect all body
and characterized by progressive target organ damage.
Therefore MHT should diagnosed and treated immediate-
ly to prevent target organ damage and death. Eye is one of
the target organs which is effected due to MHT. Retinop-
athy, choroidopathy and optic neuropathy can be detected.

Figure 4. OCT appearance of the reattached retina after one month after first examination and fundus

photograph of macular star.

Figure 5. OCT image showing regression of macular edema, macular star and exudates six months
after first examination.
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Ischemia occurs in retinal nerve fiber layer and in inner reti-
nal layer due to vascular occlusion. Cotton-wool spots, ME,
SMD can occur. Macular star can detect due to exudates and
this entity persists a few months or years.”!

Macular hemorrhages, ME, exudates, RPE abnormalities
due to choroidal ischemia, retinal artery—vein occlusion are
responsible for vision loss. Papilledema is a sign of the ad-
vanced stage of MHT and it’s formation has been suggested
as a cause of interruption of the axoplasmic flow that deve-
lopes ischemia and leaking in optic disc.”!!

Bilateral papilledema is a cause of metabolic, inflammatory,
infectious, toxic disease, increased intracranial pressure or
MHT.’ It’s a vital importance to eliminate increased intrac-
ranial pressure. In young patients with papilledema, neu-
roretinitis should be considered as a second diagnosis.

Generally fibromatosis occurs in shoulders, neck, dorsum
and in soft tissues of the extremities.'> Also 5-10% of fi-
bromatosis located in intraabdominal cavity and mostly
in the mesentery, retroperitoneum and intestinal wall.'>#
MF has a slow growth pattern thus, it’s usually asympto-
matic. The clinical presentation of MF is often nonspecif-
ic abdominal pain, nauseation, vomiting and constipation.
Also MF can cause intestinal obstruction, gastrointestinal
hemorrhage, ischaemia and ureteral compression when its
enlarged. Vascular, intestinal, ureteric and neural invasion
maybe the first detectable signs." To the best of our knowl-
edge, present case is the only reported recurrence of MF who
presented with ophthalmological symptoms.

The diagnose of MF should confirm histopathologically, be-
cause there is no pathognomonic sign and also no specific
radiological major feature. Estrogen receptor antagonists,
anti-inflammatory drugs, cytotoxic agents, radiotherapy may
be the conservative treatment options but surgery with wide
margins is the primary and successful treatment option®. MF
exhibits benign pathology but it’s locally aggressive, infil-
trative and MF tends to recur if incompletely resected. Thus,
MF should be resected as wide as possible to prevent of tu-
mor recurrence and to increase the survival ratio.
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