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CASE REPORT

Lymphangiomatosis in a Case Presenting
Duodenal Ulcer Perforation

Duodenal Ulser Perforasyonu Nedeniyle Ameliyat Edilen Olguda
Ortaya Cikan Lenfanjiyomatozis

Vedat Turhan,” M.D,, Mustafa Gindiz,2 M.D., Teoman Dogru,? M.D.,
Cengiz Kogak* M.D,, Ali llker Filiz,> M.D,, Sezai Demirbas,> M.D.

Lymphangiomatosis which is a benign tumor consisting of
a cluster of dilated lymphatic channels, is very unusual. It is
most often found in the neck and head. Less than 5% of
cases are diagnosed intraabdominally. Herein a case in the
abdomen in a 22-year-old man is reported. The clinical pic-
ture was with 7 days progression with constipation and ab-
dominal pain associated with meals. An acute abdomen
suggestive of perforated appendicitis was considered. In ab-
dominal exploration, massive purulent fluid which consists
of gastric content, pus and also fibrin process was seen
among the intestinal loops. An active ulcer on the second
part of duodenum and perforated ulcer anterior of this lo-
cation were determined. There were disseminated multiple
nodularities along the small bowel wall and mesenterium,
and also different number and sized cauliflower-like polipo-
id masses from the ileo-caecal valve. Histopathological exa-
mination was reported as cavernous type lymphangiomato-
sis plus acute inflammatory reaction. Lymphangioma is dif-
ficult to be considered in the differential diagnosis because
of the silent clinical course and lack of awareness of the cli-
nical and morphological features. Our case report and revi-
ew of the literature suggest that lymphangiomatosis is a
very rare entity which could be seen with acute abdomen.
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Lymphangioma as a benign tumor, consisting
with a cluster of dilated lymphatic channels is very
unusual.) The lymphangioma is considered as a
benign neoplasm of embriyonic origin of the
lymphatic vessels and it is more frequently repor-
ted in children and yet occasionally in the adult

Lenfanjiyomatozis, dilate lenfatik kanallardan olusan ve
nadir goriilen benign bir timordiir. En sik olarak bag
bolgesinde goriiliir. Olgularin %5’den azi intraabdomi-
nal yerlesimlidir. Bu yazida, intraabdominal lenfanjiyo-
matozis saptanan 22 yasinda bir erkek hasta sunuldu.
Klinik tablo, yedi giindiir devam eden konstipasyon ve
yemeklerle iligkili karin agrisi idi. Perfore akut apandisit
olarak degerlendirildi. Abdominal eksplorasyonda
bagirsak segmentleri arasinda mide igerigi, pii ve fibrin
aglarindan olusan piiriilan siv1 birikimi goriildii. Duode-
num ikinci boliimiinde aktif bir tilsere bagh perforasyon
saptandi. Ince bagirsak duvari ve mezenteri boyunca
¢ok sayida yaygin nodiiler olusum saptandi. Ayni za-
manda ileogekal valvden itibaren farkli say1 ve biytikliik-
te, karnabahar tarzinda, polipoid lezyonlar goriildii.
Histopatolojik inceleme kavernoz tip lenfanjiyomatozis
ve akut enflamatuvar reaksiyon olarak geldi. Morfolojik
ve klinik 6zelliklerinin ayirtedilememesi ve sessiz klinik
seyri nedeniyle lenfanjiyomatozis ayirici tanida akla gel-
memektedir. Olgu ve literatiir bilgileri 1s1¢1nda, akut ba-
tin ile beraber goriilebilen son derece nadir bir olgu
olarak bildirilmistir.

Anahtar sozcikler: Batin, akut; karin neoplazisi/tani/patoloji;
lenfanjiyom, kist/tani.

patients!?) The tumors are usually located in the
neck, axilla, and rarely in the mediastinum, lungs,
esophagus, diaphragm, duodenum, stomach,
small and large intestine, spleen, and liver.®® Five
percentage or less of lymphangiomatosis has been
discovered in the abdominal cavity.*) Herein, the
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case of abdominal widespread lymphangiomatosis
in an adult was reported.

CASE REPORT

A 22year-old patient representing abdominal
pain, nausea, vomiting, postprandial distention
and constipation for 7 days was admitted. Be-
cause there had been no improvement on his
own health condition with therapy in the infir-
mary, he was transfered to the emergency room
in Gulhane Military Medical Academy Haydarpa-
sa Training Hospital.

On physical examination, the temperature was
37.4°C, the pulse rate was 92 /min and the
respiration rate was 24 /min. The blood pressure
was 80/50 mmHg. He had no relevant medical
or family history. In the abdomen moderate dis-
tention was noticed and bowel sound was increa-
sed in auscultation. Rebound tenderness was de-
termined in the right lower quadrant and middle
part of the abdomen. Digital rectal examination
ganed no abnormality. The results of laboratory
tests (complete blood count, urine test and routi-
ne biochemical tests) were in normal ranges
except white blood cells that was 17.500,/mm?3.
Plain X-ray for abdomen showed some loops of
gas in the right part of the abdomen and few tiny
air-fluid levels as well (Fig. 1). Abdominal ultra-
sonography showed dilated and inactive bowel
loops and fluid sweeping around the intestines. A
great deal of fluid was placed around the cecum
and retrovesical space. Moreover abdominal ultra-
sonography was not capable to show any part of

Fig. 1. Plain abdominal X-ray showing suspicious air-fluid level
and gas on the right side of the abdomen.

appendix. Finally, an acute abdomen suggestive
of perforated appendicitis was considered and
abdominal exploration was performed urgently.

In abdominal exploration, significant gastric
dilatation extending to the pelvic region, massive
purulent fluid which consists of gastric content,

Fig. 2. Multiple nodularities throuéh the whole ileum and
mesenterium.
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Fig. 3. Different number and sized cauli-flower like polipoid
masses through the length of the intestine.
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pus and also fibrin process was seen between the
intestinal loops. An active ulcer on the second
part of duodenum and perforated ulcer with a di-
ameter of 3 mm anterior surface of this location
were determined. There were multiple nodulariti-
es through the whole ileum and mesenterium and
also different number and sized cauliflower-like
polipoid masses were present through the length
of the intestine (Fig. 2, 3).

Other intraabdominal organs were normal.
The perforated ulcer was primarily sutured and
omentoplasty was performed. Multiple biopsies
were taken from the masses of intestinal wall and
it’s mesentery. In the postoperative period the pa-
tient was discharged with 15 days of medication

(on a proton pump inhibitor and a gastrokinetic lymphatic channels in the connective tissue derived from lymphocytes, smooth
agent). muscle and fibrous tissue.

The cross section of the biopsy specimens mic-
roscopically showed variable sized, markedly dila-
ted lymphatic channels in the mesentery and all
parts of the bowel wall lined by flat endothelial
cells (Fig. 4, 5,6). The wall of the lymphatic spa-
ces was built up fibroconnective tissue accompa-
nies by aggregates of lymphoid tissue as well as
normal arteries and veins. The final histopatholo-
gic diagnosis was cavernous type lymphangioma-
tosis.

DISCUSSION

Abdominal lymphangioma is rare and often
classified with mesenteric and retroperitoneal
cysts.® They occur on the mesentery of the small

. Fig. 5. Photograph showing dilated proliferated lymphatic channels in
and large bowel but also at retroperitoneum less  fibroconnective tissue (10x).

frequently. Lymphangiomas are divided into thre-
e groups; simple capillary, cavernous and cystic
lymphangiomas.

The clinical symptoms range from chronic to
acute abdominal pain sometimes due to traumatic
rupture/® obstruction!”?) or anemia due to he-
morrhage.!9 In adults, the most common
symptom is chronic abdominal pain whereas in
children the onset of symptom is usually acute
due to intestinal obstruction.!t) Abdominal loca-
lization and it’s development may produce
symptoms and clinical features of acute abdomen
leading the problems in the differential diagno-
sis.!2) Our patient presented with acute abdomi-

nal symptoms due to duodenal ulcer perforation
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and it was difficult to establish an accurate  —w= Ii-“i S 2R el

. . . Fig. 6. Dilated lypmhatic channel; it's wall lined by endothelial cells (40x).
preoperative diagnosis.
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These tumors are benign and must be difteren-
tiated from other cystic intraabdominal lesions.
The differential diagnosis of intraabdominal
lymphangioma includes many benign and malig-
nant tumors. Preoperative diagnosis is difficult
due to silent clinical course and lack of awareness
of the clinical and morphological features of this
disease.!V) Therefore, a diagnosis is often first
made during operation because of the macrosco-
pic aspect and then definitely because of the
histological examination.!3) In general, most of
the patients can be cured of the disease after a to-

tal resection of the tumor. Nevertheless tumor re-
currence has been reported.!* Long term survi-
val can be achieved even in patients receiving no
treatment. Resection of the lymphangiomatosis is
the most commonly reported therapeutic moda-
lity.!). However it was impossible to perform an
urgent total resection in our patient due to doub-
le synchronous morbidity (duodenal ulcer
perforation and lympangiomatosis).

In condusion, lymphangiomatosis is a very rare
entity which should be seen with acute abdomen.
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