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Case Report

Spleen, Non-Systemic Diffuse Lymphangiomatosis
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Abstract

Lymphangiomatosisis a rare disorder believed to be result from a developmental malformation of

lymphatic system. Lymphangiomatosis involves bone, soft tissues, and viscera in a diffuse fashion. We

describe an unusual case of splenic lymphangiomatosis in 41 years old female.
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Introduction

Lymphangiomatosis is a unique, rare disorder
that occurs predominantly in children and young
adults less than 20 years of age.! It is considered
to be developmental anomaly, can occur alone or
be part of multi organ disease. This is character-
ized by abnormal proliferation of lymphatic
channels, regarded as a congenital malformation
of the lymphatic system. Histologically, the lesion
is composed of cystic spaces of various sizes lined
by endothelium and surrounded by connective
tissue.21011

Case Report

41 years old female presented with abdominal
distension and pain in left hypochoindrium. On
examination spleen was enlarged ultrasonogra-
phy revealed cystic lesions in the spleen with
echinococcal disease as the most likely diagnosis.
Other organs were found essentially normal.
Laparotomy was performed and specimen of
spleen sent for histology. Spleen was2.7kg in
weight and measured 30x20x15cm. External sur-

Correspondence: Dr. Sarosh Majid,
AJK Medical College, Muzaffarabad

70

face was brownish with multiple small swellings.
Cut surface showed numerous variable sized
cysts like spaces containing yellowish fluid with
intervening splenic tissue (fegurel). Microscopic
examination revealed many dilated vascular
channels that are devoid of blood and contain
pink proteinaceous material (lymph). A few di-
lated blood vessels are also present. Intervening
splenic parenchyma is unremarkable (figure 2).
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Figure 1: Cut Section of
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Figure 2: Dilated Lymphatic Channel with
Splenic Tissue (H&E X100)

Discussion

Lymphangiomatosis is a rare disorder that is be-
lieved to be a developmental malformation of the
lymphatic system in which obstruction or agene-
sis of lymphatic tissue results in lymphangiecta-
sia secondary to lack of normal communication of
the lymphatic system.

Lymphangiomatosis involves bone, softtissues,
and viscera in a diffuse fashion.*5 Splenic lym-
phangiomatosis is very rare.”-° This is marked by
the presence of cysts that result from an increase
both in the size and number of thin-walled lym-
phatic channels that are abnormally interconnect-
ed and dilated. Lymphangiomatosis is a condi-
tion marked by the presence of cysts that result
from an increase both in the size and number of
thin-walled lymphatic channels that are abnor-
mally interconnected and dilated.¢ The condition
may involve a single organ system and more
commonly presents by age 20. Lymphangiomato-
sis isa benign lesion tend to invade surrounding
tissues and cause problems due to invasion
and/or compression of adjacent structures.
Lymphangiomatosis is usually seen in children in
whom it is frequently discovered incidental-
ly.These tumors occur more frequently in female
and 80 to 90% are detected before the end of the
second year of life.5
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Cystic lesions of the spleen include parasitic and
non-parasitic cysts. Parasitic cysts, almost exclu-
sivelycaused by echinococcal disease, represent
50 to 80% of splenic cysts, although splenic echi-
nococcosis represents only 3.5% of echinococcal
diseases. In addition, encephalic localization of
echinococcosis has been described.? Non-parasitic
cysts are classified as primary or true cysts, which
have an epithelial or endothelial lining, and
pseudocysts which may be classified as post-
traumatic, degenerative or inflammatory. Endo-
thelial true cysts may be lymphangiomas or he-
mangiomas.! The neck (75%) and maxillary re-
gions (20%) are the most common locations of
lymphangioma, but itcan occur in the retroperi-
toneum, mediastinum,mesentery, omentum, co-
lon, pelvis, groin, bone, skin, scrotum and spleen.
Lymphangioma of the spleen can involve the
spleen alone, or it can be a part of multi visceral
involvement; when diffuse it is termedsystemic
cystic angiomatosis. Patients with splenic lym-
phangioma may be asymptomatic or symptomat-
ic at diagnosis. Upper left quadrant pain is the
most common symptom, frequently followed by
fever, nausea, vomiting, and weight loss, i.e. the
symptoms reported by our patient, hypertension,
hypersplenism and consumptive coagulation dis-
orders. Because of the similarity of symptoms
and signs, it is often confused with hydatid dis-
ease which a negative E. granulosus agglutina-
tion test result cannot always exclude. The right
diagnosis depends on histopathologic examina-
tion after removal of the spleen. Ultrasonography
and computed tomography are the most helpful
imaging techniques in the diagnosis of splenic
cystic lesions. In our case it was not diagnostic so
surgical excision was planned.

Splenic lymphangiomamay involve the spleen in
the form of solitary nodules, multiple nodules or
diffuse growth. Histologic examination of the
nodules promptly excluded the clinical suspicion
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of parasitic cysts and established the vascular
origin of the lesions and an eosinophilic proteina-
ceous material filling the endothelium-lined
spaces favored the diagnosis of splenic lymphan-
gioma instead of hemangioma, in which the en-
dothelium-lined spaces are filled by blood. Alt-
hough benign, abdominal lymphangioma may
become locally invasive, so treatment remains
surgical and splenectomy seems to be the best
choice.The prognosis is excellent.

Conclusion
Splenic lymphangiomatosis is a rare condition.
Splenic lymphangiomamay involve the spleen in
the form of solitary nodules, multiple nodules or
diffuse growth.
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