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ABSTRACT -A patient with multiple basal cell carcinoma syndrome, a symptom complex 
characteristized by nevoid basal cell carcinomas of the skin, jaw cysts, skeletal abnormalities, and 
hyporesponsiveness to parathormone is presented. In addition, the patient had a retroperitoneal 
lymphangiomyoma, a hamartomatous lesion, causing ureteral obstruction. The association of neuro- 
ectodermic syndromes and retroperitoneal and intra-abdominal tumors is reviewed. 

Lymphangiomyomatosis occurs rarely. It is con- 
sidered a hamartomatous lesion, usually involv- 
ing lungs and lymph nodes and occasionally af- 
fecting isolated extrapulmonary lymphatics. We 
recently treated a patient with multiple basal 
cell carcinoma syndrome, a symptom complex 
characterized by hamartomas of the skin, cysts 
of the jaw, skeletal abnormalities, and hypo- 
responsiveness to parathormone. In addition, a 
retroperitoneal lymphangiomyoma was present 
that resulted in sequential bilateral ureteral 
obstruction, hypertension, and loss of one kid- 
ney. 

Case Report 

A forty-two-year-old woman with multiple 
basal cell carcinoma syndrome was seen in 1959 
because of increased abdominal girth (Fig. 1A). 
At that time she underwent marsupialization of 
an abdominal chylous cyst. In 1960, she had a 
partial resection of the retroperitoneal chylous 
tumor, which was compressing the left ureter 
(Fig. 1B). In 1967, she required a left nephrec- 
tomy for severe hypertension, hydronephrosis, 
and pyelonephritis. Ten years later she was re- 
ferred to Lahey Clinic for persistent epigastric 
and intermittent abdominal pain on her left 

side. Intravenous pyelography revealed calicec- 
tasis and anterolateral deviation of the solitary 
right kidney and ureter (Fig. 1C). Abdominal 
echography disclosed a large cystic ret- 
roperitoneal mass. Aortography demonstrated a 
tumor with neovascularity that extended to both 
sides of the midline (Fig. 1D). On venography, 
the vena cava appeared obstructed with drain- 
age through enlarged lumbar veins into the left 
hemiazygos system (Fig. 1E). Retroperitoneal 
distortion of the stomach was seen on radio- 
graphs after an upper gastrointestinal barium 
series. Serum creatinine was 1 mg./lOO ml. and 
creatinine clearance, 51 ml. per minute. 

Operation revealed a large, multicystic ret- 
roperitoneal tumor containing chyle located 
mainly in the right retroperitoneum but extend- 
ing into both flanks. Two long iliac veins were 
joined 1 cm. below the right renal vein. The 
tumor was adherent to the aorta and pushed 
these iliac veins ventrally, encircling them and 
the right renal pedicle. Resection of the tumor 
was accomplished with preservation of the pa- 
tient’s solitary kidney. The postoperative course 
was uneventful and recovery prompt. Histologic 
examination of the resected retroperitoneal 
tumor revealed a lymphangiomyoma. 

292 UROLOGY / MARCH 1979 / VOLUME XIII, NUMBER 3 



Comment 

Primary retroperitoneal tumors cause ureteral 
displacement with or without obstruction in 60 
per cent of patients. Most of these tumors are 
malignant (77 to 87 per cent); lymphomas and 
fibrosarcomas are the most common.“* 

Lymphangiomyomas are rare and have been 
considered hamartomas characterized by prolif- 
eration of smooth muscle fascicles divided from 
each other by lymphatic channels.3 They in- 
volve major lymphatic trunks of mediastinum 
and retroperitoneum, lymph nodes, and lungs, 
often in a multifocal distribution. 

In 1973, Wolfp reviewed the literature and 
found 30 lymphangiomyomas; all of the patients 

FIGURE 1. (A) Sijd rib, scoliosis, and 
cervical spine anomaly - some features 
seen in multiple basal cell carcinoma 
syndrome. (B) Intravenous pyelography 
(1960) showing left ureteral displace- 
ment before removal of retroperttoneal 
chylous cyst. (C) Intravenous pyelog- 
raphy (1976) revealing calicectasis and 
deviation of solitary kidney and ureter. 
(D) Aortogram demonstrating neovascu- 
larity. (E) Obstructed vena cava with 
drainage through enlarged lumbar veins 
into hemiazygos system. 

were women, with an average age of forty years. 
Most tumors were intrathoracic, either present- 
ing as a localized process or as a diffuse pulmo- 
nary involvement, including honeycomb lung and 
pulmonary insufficiency. Only seven tumors 
were confined to the retroperitoneum, and 9 pa- 
tients had simultaneous involvement of ret- 
roperitoneum and thorax or inguinal nodes. As- 
sociation with pleural or peritoneal chylous et& 
sions was common. Abdominal enlargement has 
been the main feature on presentation. Chyluria 
has been reported in 1 case.4 

In addition to intravenous pyelography, 
cavography, aortography, and ultrasonography, 
lymphangiography has been used in evaluation 
of retroperitoneal lymphangiomyomas.3-5 For 
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localized mediastinal and retroperitoneal le- 
sions, surgical excision is the preferred treat- 
ment and achieves good results.3-6 Radiotherapy 
has been used with no clear success.’ 

Concomitant lymphangiomyoma and tuberous 
sclerosis, an entity with multiple organ hamar- 
tomas, have been reported and the relationship 
of its pulmonary and renal lesions reviewed.3,7,8 
Monteforte and Kohnen’ reported an incidence 
of renal angiomyolipomas of 80 per cent in 
tuberous sclerosis and of 15 per cent in lym- 
phangiomyomas. Uterine leiomyomas have also 
been described in both entities. 

The multiple nevi basal cell carcinoma syn- 
drome is an inherited autosomal syndrome 
characterized by multiple nevoid basal cell car- 
cinomas of the skin, cysts of the jaw, skeletal 
abnormalities, and hyporesponsiveness to 
parathormone. lo It has been associated with 
medulloblastomas,‘O mesenteric cysts, and 
fibromas of the ovary.” 

The surgeon dealing with retroperitoneal dis- 
ease should be aware of these different neuroec- 
todermic syndromes 
tion with different 
roperitoneal tumors. 

and their possible associa- 
intra-abdominal and ret- 
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