IMAGES IN CLINICAL MEDICINE

Surg. Gastroenterol. Oncol. 2020;25(5):286-291

DOI: 10.21614/sg0-25-5-286

Primary Splenic Melanoma Associated with Small Intestinal
Serosal Implants Causing Intussusception - A Case Report

Omar Hamdy", Gehad A Saleh? Sara Raafat’, Mohammad Zuhdy' and Abdelhadi M Shebl®

*Corresponding author:

Omar Hamdy, MD

Surgical Oncology Unit

Oncology Center Mansoura University
(OCMU), Mansoura, Egypt

Tel: +201003526752

E-mail: omarhamdy87 @gmail.com

Received: 22.10.2019
Accepted: 07.04.2020

Copyright © Celsius Publishing House
WWW.Sgo-1asgo.com

286

'Surgical Oncology Unit, Oncology Center Mansoura University (OCMU), Mansoura, Egypt
’Radiology Department, Faculty of Medicine, Mansoura University, Mansoura, Egypt
*Pathology Department, Faculty of Medicine, Mansoura University, Mansoura, Egypt

ABSTRACT

Introduction: Melanoma is a highly aggressive tumor that carries a poor prognosis. There
are several reported cases of secondary splenic melanoma but there is only one reported
case of primary splenic melanoma yet.

Case presentation: A 35-year-old male, complaining from left lumbar pain. Abdominal
ultrasound revealed a mass at the lower pole of the spleen measuring 10x7x7 cm. Computed
Tomography (CT) described a necrotic focal lesion involving its lower pole measuring 11 x
9 c¢m. US-guided fine needle aspiration (FNA) was suggestive of lymphoma, but tissue
biopsy was recommended. So, the patient underwent open diagnostic splenectomy which
revealed the diagnosis of malignant melanoma. Only two weeks after being discharged from
the hospital, he was re-admitted by acute intestinal obstruction for which he underwent
exploration which revealed an ileo-ileal intussusception near the ileocecal junction with
multiple pigmented malignant nodules on the wall of the small intestine. Resection of the
involved small intestinal part including intussusception was done. Pathological examination
revealed malignant melanoma infiltrating the whole intestinal wall thickness from outside
(confirming its metastatic nature) and infiltration of the mesenteric LN by the same tumor
tissue. The patient died 6 months later after being diagnosed with brain metastasis.
Conclusion: Primary splenic melanoma is extremely rare with only one reported case in
literature. This report is not only unique because of the rarity of the primary splenic
melanoma but the intussusception caused by melanomatous serosal deposits is extremely
rare as well.
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INTRODUCTION

Melanoma is a highly aggressive tumor. It is a melanocytic tumor that is not
limited to the skin only but occurs in small intestinal mucosa and eyes. Despite
being less common than other types of skin cancer such as squamous cell
carcinoma and basal cell carcinoma, it carries the worst prognosis and it is the
cause of the majority of skin cancer-related mortality. There are several reported
cases of secondary splenic melanoma with improved prognosis after surgical
resection in case of being solitary metastasis (1, 2). There is only one reported
case of primary splenic melanoma yet (3).

Surgery, Gastroenterology and Oncology, 25 (5), 2020



CASE PRESENTATION

The patient was a 35-year-old male, farmer, with no
relevant medical or surgical history. He was presented
with a complaint of left lumbar pain. Clinical examina-
tion revealed a mildly enlarged spleen with neither
palpable peripheral lymph nodes nor other significant
clinical findings.

Ultrasonographic (US) examination of the abdomen
revealed a well-defined isoechoic soft tissue mass at
the lower pole of the spleen measuring 10x7x7 cm and
showing cystic degeneration and moderately increased
vascularity. Post-contrast multidetector Computed
Tomography (CT) described an enlarged spleen with a
necrotic focal lesion involving its lower pole measuring
11x9 cm (fig. 1). It described also thickened edematous
small intestinal loops with a segment of intussusception
seen at the left iliac fossa. All laboratory findings were
within normal values apart from shooting Lactate
Dehydrogenase (LDH) value which was 2115 U/L.

US-guided fine needle aspiration (FNA) from the
splenic focal lesion was done. Microscopic examination
of the prepared smears revealed diffuse infiltration as
well as groups of atypical large cells showing hyper-
chromasia, increased nucleo-cytoplasmic (N/C) ratio
and a moderate degree of atypia and pleomorphism.
Some tumor cells showed vacuolization. This picture
was suggestive of lymphoma, however, tissue biopsy
was recommended for confirmation of diagnosis.

So, the patient underwent a diagnostic splenectomy
with an uneventful postoperative course. Microscopic
examination of the splenectomy specimen revealed
infiltration by a malignant tumoral proliferation
arranged as sheets and groups of pleomorphic poly-
hedral to spindle cells showing high N/C ratio,
vesicular nuclei, and prominent nucleoli. Areas of
fibrous septations, hemorrhage, and necrosis,

brownish pigmentations were detected as well.
Immunohistochemical studies revealed the positivity
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of tumoral cells for Melan A, HMB45, S-100 and
negativity for CD3, CD20, CD5, BCI2, synaptophysin,
chromogranin, CD68, CD1a, CD31, CD34, and Pan CK.
This led to the diagnosis of malignant melanoma
(fig. 2).

Only two weeks after being discharged from the
hospital, the patient was re-admitted after being
presented with acute intestinal obstruction for which
he underwent conservative management for five days.
CT examination revealed markedly dilated small intes-
tinal loops on top of an ileo-ileal intussusception,
necrotic mesenteric lymph nodes (LNs) and enhancing
small bowel serosal surface implants (fig. 3).
Exploration revealed dilated small intestinal loops with
an ileo-ileal intussusception near the ileocecal junction
with multiple pigmented malignant nodules on the wall
of the small intestine. Minute nodules upon the rectum
and descending colon and multiple LNs at the root of
mesentery were detected as well. Resection of
the involved small intestinal segment including the
intussusception was done with primary anastomosis as
well as excision of one of the mesenteric LNs.
Pathological examination revealed malignant melanoma
infiltrating the whole intestinal wall thickness from out-
side (confirming its metastatic nature) and infiltration of
the mesenteric LN by the same tumor tissue. This was
confirmed by the positivity of tumor cells to both
HMB45 and S100. The patient was discharged after
regaining full oral feeding and normal bowel habits.

Unfortunately, the first postoperative brain CT
showed a well-defined intra-axial enhanced space
occupying lesion in the left frontal region. It measured
about 1.5 cm in diameter and was surrounded by a
moderate degree of vasogenic edema. Another similar
smaller lesion was seen in the right posterior parietal
region. Both lesions were described to be metastatic.
Also, multiple enlarged left para-aortic LNs were
described, and the largest one was 4.5 cm in diameter.
The patient received immediately palliative whole-brain
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Figure 1 - Contrast-enhanced axial CT images revealed enlarged spleen with a large heterogeneously enhancing necrotic focal lesion
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(yellow arrow), no extra-capsular extension. Non obstructing small bowel intussusception at the left iliac region of typical target-like &
sausage-shaped mass (red arrows in B & C respectively).
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Figure 2 - Mlcroscoplc examlnation of the splenectomy specimen:

(a): Splenic focal lesion. Infiltration of the spleen by sheets and groups of malignant tumoral proliferation.
Necrotic areas are detected as well. H&E x40; (b): Splenic focal lesion. The neoplastic cells are pleomorphic,
round to spindle and show high nucleo-cytoplasmic ratio, vesicular nuclei and prominent nucleoli. Areas of
brownish pigmentation are seen as well. H&E x200; (c): Splenic focal lesion. Diffuse positive HMB45
in the neoplastic cells (immunoperoxidase-DAB x100); (d): Splenic focal lesion. Diffuse positive $100 in the
neoplastic cells (immunoperoxidase-DAB x100); (e): Splenic focal lesion. Diffuse positive Melan A in the
neoplastic cells (immunoperoxidase-DAB x100)

irradiation. He started receiving Dacarbazine 375 mg
daily for five days every three weeks. The patient died
after the fourth cycle after a rapid deterioration of his
general condition. The time interval between first pres-
entation and death was six months.

DISCUSSION

Splenic tumors may present as a mass or as
splenomegaly. Primary tumors are rare. Diffuse large
B-cell lymphoma followed by hemangiosarcoma is the
most common primary type. Primary splenic tumors
can be categorized into lymphoid and vascular tumors.
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Lymphoid tumors include Non-Hodgkin’s lymphoma,
Hodgkin’s disease, plasmacytoma, localized lymphoid
hyperplasia, Castleman’s tumor, and inflammatory
pseudotumor. Vascular tumors include malignant
lesions such as hemangiosarcoma — which arises from
the vascular endothelial cells-, borderline lesions such
as hemangiopericytoma, hemangioendothelioma and
littoral cell angioma as well as benign lesions such as
hemangioma - which is the most common one-, lym-
phangioma and hamartoma (4-8) Primary mucinous
and serous cystadenocarcinoma as well as pleomorphic
carcinosarcoma have been reported (9-11).

The spleen is considered to be the 10" most

Surgery, Gastroenterology and Oncology, 25 (5), 2020



~

Primary Splenic Melanoma

Figure 3 - Contrast-enhanced CT axial (a, b) & coronal (c) reformatted images revealed an ileo-ileal
intussusception at the right iliac region of typical bowel-within bowel configuration with invaginated mesenteric
fat & vessels (red arrow). Obstructed proximal small-bowel loops are dilated, while the colon is collapsed
(yellow arrow). Few related distorted mesenteric LNs (arrowheads) are considered a causative lead point.
Few enhancing serosal surface implants are seen on the wall of dilated small bowel loops (blue arrows).

frequent site of metastasis with the lung, breast, malig-
nant melanoma and ovary being the most common
primary sites for splenic metastasis. Skin melanoma
carries the highest rate per primary tumor for
metastasis in the spleen. Most of the splenic metastases
were revealed at autopsy before the evolution of
CT then Positron emission tomography-computed
tomography (PET-CT). This rarity of incidence of metas-
tases despite being a highly vascular organ can be
attributed to many factors which are the constant
blood flow, splenic contraction and lack of afferent
lymphatics. The microenvironment of the spleen can
have an anti-neoplastic effect as well. Determination of
the lesion whether primary or secondary may be
difficult in cases with no previous clear history of a skin
primary (3, 6, 12-14).

There is no typical clinical scenario for splenic
tumors. Yet, abdominal left upper quadrant discomfort
or pain may be present. On examination, the enlarged
spleen may be palpable with normal or abnormal CBC
on laboratory evaluation. In metastatic cases, symp-
toms and long history of treatment of the primary are
usually present. Manifestations of systemic involve-
ment such as fatigue, weight loss, anemia, thrombo-
cytopenia, and fever may be present. Splenic rupture is
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rarely reported to be the initial presentation (5, 6, 8,
14). As for our patient, he was presented with left upper
quadrant pain, mild splenomegaly and the splenic mass
was his firstly discovered significant finding.

The US-guided biopsy from the splenic focal
lesion may be sufficient for the establishment of the
diagnosis, especially in case of metastatic disease and
lymphoma saving the patient from the need for
splenectomy (15). Yet, splenectomy still has a role in
the management and is reported to offer better
survival even in stage IV melanoma in selected patients
as well as its role in symptoms palliation with low
morbidity and mortality (12). In our patient, splenectomy
was performed for reaching a final diagnosis as the
preoperative biopsy was not enough for confirmation
of the diagnosis and tissue biopsy was recommended.

Splenectomy can be performed either via an open
or a laparoscopic approach. The open approach can be
performed through a midline or a subcostal incision.
The laparoscopic approach can be done either totally
laparoscopic or hand-assisted. Splenectomy generally
carries a low incidence of postoperative morbidity and
offers sound oncologic outcomes in indicated cases
(6, 7). In our patient, open splenectomy through
midline incision was the chosen strategy for manage-
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The presented patient

The previously reported one

AGe 30 O
Gender o] male ] male
Presentation left upper quadrant pain anorexia, weight loss, and left

upper quadrant pain

Metastasis Small intestinal serosa, Retroperitoneal lymph nodes
.................................................... retroperitoneal lymphnodes
Method of diagnosis splenectomy CTguided INAC ..
SUTGRTY o YOS ] NO
Chemotherapy .. dacarbazine cisplatin, dacarbazine, and interferon
Time from initial diagnosis 6 months 12 months
to mortality

ment. The patient had a smooth postoperative course CONCLUSIONS

with no splenectomy related complications.

Primary extra-cutaneous melanoma is rare,
usually diagnosed late and carries a poorer prognosis. It
constitutes about 5% of the total incidence of
melanoma including uveal, genitourinary, naso-
pharyngeal, meningeal and gastrointestinal melanoma.
Its management algorithms include surgery, immuno-
therapy, targeted therapy, chemotherapy and cytokine
therapy (1,16-19). Primary splenic melanoma is
extremely rare with only one reported case in the
literature (1). The differences between the previously
reported patient and ours are summarized in table 1.
We considered the splenic mass as the primary because
of being the lesion causing the initial presentation,
being solitary lesion, the presence of nearby small
intestinal secondary serosal implants as well as the
absence of any clinically or radiologically detectable
primary. The second possibility that may be considered
is metastatic melanoma with unknown primary.

Adult intussusception is considered a rare event that
accounts only for 1% of cases of adult intestinal obstruc-
tion. The majority of cases of adult intussusception are
neoplastic. Melanoma is not an uncommon etiology in
such a category. The patient may pass asymptomatic or
he may be presented with symptoms and signs of
intestinal obstruction. Resection of the involved
segment is the best-suggested management approach
aiming at least for symptomatic relief & improvement
of the quality of life (20, 21).

This report is not only unique because of the rarity
of the primary splenic melanoma but the intussuscep-
tion caused by melanomatous serosal deposits is
extremely rare as well.
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Melanoma is a highly aggressive tumor that carries
a poor prognosis. The incidence of involvement of the
spleen by melanoma is a rare event and primary splenic
melanoma is much rarer. Meanwhile, small intestinal
intussusception on top of primary mucosal or
secondary serosal melanoma is very rare as well.
Surgical intervention in symptomatic patients is the
best-suggested treatment approach.
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