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Abstract — We report the case of a 14-year-old girl who presented chronic anemia after a digestive hemorrhage episode. Clinically, she
presented other sites manifestly of vascular proliferation (vulva). Upper digestive fibroscopy showed a very hemorrhagic polyp of the
greater curvature of the stomach, and another of the duodenum. The jejunal tumor was removed for pathological examination. The
specimen was a pedunculated polypoid fragment measuring 1.5 cm of long axis. The section showed polycystic section with brown
contents. The histological diagnosis was a cavernous hemangioma.

Taking into account clinical, endoscopic, laparoscopic, and histopathological datas, the diagnosis of Bean syndrom was retained.
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I. INTRODUCTION

Bean syndrom, also known as "Blue Rubber Bleb Nevus Syndrom" (BRBNS) is a disease characterized by multiple vascular
malformations that affect the skin, the gastrointestinal tract and less often other viscera [1]. It is a rare condition. Actually, more
than 200 cases have been described, but the prevalence remains unknown [2, 3].The aim of this study is to report a Malagasy case
and compare it with cases from the literature.

II. OBSERVATION

It was a 14-year-old girl who presented chronic anemia after a digestive hemorrhage episode. Physical examination showed in
the hypogastric region a surgical scar from an anterior vascular tumor, and a vascular spot on the vulva. Upper digestive
fibroscopy showed a very hemorrhagic polyp of the greater curvature of the stomach, and another of the duodenum. The
laparotomy showed a vascular tumor of the liver, and a very hemorrhagic jejunal tumor. Only the jejunal tumor was removed for
pathological examination.
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The specimen was a pedunculated polypoid fragment measuring 1.5 cm of long axis. The section showed polycystic section
with brown contents. The histological examination objectified an intestinal mucosa with villi and glands lined with cells devoid of
cytonuclear atypia. The submucosa presented a venous vascular proliferation, lined with non-atypical endothelial cells. The
vascular lumens were dilated and intercommunicating, containing red blood cells. The histological diagnosis was a cavernous
hemangioma, part of the slow flow vascular malformations.

Taking into account clinical, endoscopic, laparoscopic, and histopathological datas, the diagnosis retained was Bean syndrom,
also called "Blue Rubber Bleb Nevus Syndrom".

After the diagnosis, the genetic investigation mentioned the absence of a similar case in the family.
III. DISCUSSION

The Blue Rubber Bleb Nevus (BRBNS) syndrom was described by Gascoyen [4] a century before William Bennett Bean in
turn reported it and named it in 1958.

It is a rare congenital condition, but its incidence is still little known. In the literature, the authors only report clinical cases. To
date, 200 cases have been reported [2, 3]. To our knowledge, no Malagasy case has yet been reported.

Bean syndrom is characterized by a disseminated and sporadic venous malformation but could be familial with autosomal
dominant transmission secondary to a mutation on chromosome 9p [5]. The pathogenesis is still less known.

Our case presented a cutaneous, digestive, and hepatic attack. In the literature review, the cutaneous and digestive
localizations are the most observed [6].

The skin localization is the most frequent. The study by Xue-Li Jin [8] on 120 cases of literature review mentions that the skin
is affected in 93% of the cases. It is observed during the physical examination and can affect the whole body but often the trunk as
in our case, and the upper limbs. The skin lesions are multiple non-bleeding and can be macules, papules, or nodules, of reddish
or purplish color. They are present at birth or appear over the years [7].

Digestive localization is also common. Xue-Li Jin [8] mentions a percentage of 76% of the cases. It is clinically manifested by
digestive haemorrhages which are the main complications of this disease (occult bleeding, hematemesis, melena, or rectorrhagia).
These digestive haemorrhages encourage patients to consult. Endoscopy with biopsy is the first line for diagnosis. The lesion can
be polylobulated, nodular, sessile, pediculated, or ulcerated [9]. The mucous membrane of the digestive tract, from the mouth to
the anus is concerned, but the small intestine is the site most frequently reported [9], as in our case, and those of the literature.

Other localizations are reported: the liver as in our case, the spleen, the pancreas, the kidney, the bladder, the eye, the brain,
the heart, the lung, the muscles, the peritoneal cavity, the thyroid, the thymus, submandibular and parotid regions, and joints [6].
Depending on the location, the lesions may be responsible for orthopedic deformation, dementia, pulmonary embolism,
hypertension of the pulmonary artery, hemothorax, hemopericardium, exophthalmos [8, 10, 11, 12].

From an anatomopathological point of view, the lesion is composed of a vascular proliferation, of various sizes, sometimes
cystic and inter-communicating. The lumen contains red blood cells, and is lined with non-atypical endothelial cells. The wall is
made up of pericytes, smooth muscle fibers, and fibroblasts [13]. The malignant transformation of lesions has so far not been
described [2].

In the absence of appropriate management, affected patients suffer from anemia due to chronic bleeding which can be fatal.

Nowadays, there is no curative treatment for Bean syndrom. Iron administration and repeated transfusions correct anemia if
there is no significant bleeding. According to Achraf El [2], surgery with excision of intestinal angiomas by laparoscopic or
conventional route, seems to be the effective means to improve the prognosis of children with this syndrom and thus reduce the
frequency of transfusions. Zhi Li [14] also admitted that surgical eradication of intestinal angiomas is an effective way to control
severe chronic intestinal bleeding regardless of its number or location and this by resection of all lesions responsible for bleeding
as well as segments digestive sites of lesions of doubtful viability. In our case, only the bleeding intestinal angioma was removed.
This allowed hemodynamic stabilization of the child without guaranteeing a relapse during bleeding from other angiomas (gastric
and duodenal). Since 2012, authors have reported the effectiveness of the use of Sirolimus which is an antiangiogenic and
antineoplastic immunosuppressant [15, 16]. Its mechanism of action is the inhibition of rapamycin (mTOR), which is a serine-
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threonine kinase, regulated by phosphoinositide-3-kinase (PI3K) [16]. It has been used successfully in the management of several
vascular abnormalities such as kaposiform hemangioendothelioma, angioma, and lymphatic malformations [16].

IV. CONCLUSION

Bean syndrom is a rare vascular malformation disease that should be considered. The most frequent localizations are
cutaneous and digestive. The main complication is digestive hemorrhage. Other drug treatments are still being evaluated. Apart
from transfusion and hemostasis surgery which provide comfort for the patient, there is no curative treatment yet.

Figure 1: histological pattern of blood vessels proliferation of the ileum. HE x 4
Source: Anatomy and Pathological Cytology Laboratory of Joseph Ravoahangy Andrianavalona University Hospital
REFERENCES
[1] Bean WB. Vascular spiders and related lesions of the skin. Proc R Soc Med 1959;52:797.

[2] Achraf El Bakkaly, Fouad Ettayebi, Houda Oubeja, Mounir Erraji, Hicham Zerhouni. Syndrome de Bean chez l'enfant: &
propos de deux cas. Pan African Medical Journal. 2017;28:102.

[3] Warner B, Butt A, Cairns S. Sirolimus Is a Successful Treatment for Recurrent Iron Deficiency Anaemia in Blue Rubber
Bleb Naevus Syndrome. JPGN Volume 60, Number 6, June 2015.

[4] Gascoyen GG. Case of nevus involving the parotid gland and causing death from suffocation: nevi of the viscera. Trans
Pathol Soc Lond 1860;11:267-70.

[5] Alqahtani A, Nguyen LT, Flageole H, Laberge JM. 25 years' experience with lymphangiomas in children. J Pediatr
Surg.1999:;34(7):1164-1168.

[6] Srinivas SM, Premalatha R. Blue rubber bleb nevus syndrome in a child. J Clin Diagn Res 2015;9:WD03—4.

[7] Zahedi MJ, Moghadam SD, Mirzaei SMS, Dehghani M, Shafiei S, Rasti A. Blue rubber bleb nevus syndrome as a rare cause
of iron deficiency anemia: a case report and review of literature. Middle East J Dig Dis. 2013 Oct;5(4):235-239.

[8] Jin XL, Wang ZH, Xiao XB, et al. Blue rubber bleb nevus syndrome: a case report and literature review. World J
Gastroenterol 2014;20: 17254-9.

Vol. 26 No. 2 May 2021 ISSN: 2509-0119 595



Bean Syndrom: About an Observation and Review of the Literature

[9] Choi KK, Kim JY, Kim MJ, et al. Radical resection of intestinal blue rubber bleb nevus syndrome. J Korean Surg Soc
2012;83:316-20.

[10] Aihara M, Konuma Y, Okawa K, Komai R, Kudo I, Morioka R et al. Blue rubber bleb nevus syndrome with disseminated
intravascular. Tohoku J Exp Med. 1991;163(2):111-117.

[11]Wittle JT. Band ligation for colonic bleeding: modification of multiband ligating devices for use with a colonoscope.
Gastrointest Endosc. 2000;52(6):762-765.

[12]1Rodrigues D, Bourroul ML, Ferrer AP, Monteiro Neto H, Gongalves ME, Cardoso SR. Blue rubber bleb nevus syndrome.
Rev Hosp Clin Fac Med Sao Paulo. 2000;55(1):29-34.

[13]Koutlas IG, Jessurum J. Arteriovenous hemangioma. A clinicopathological and immunohistochemical study. J cutan Pathol
1994, 21 : 343 - 349.

[14]Li Z, Yuan H, Yu D, Victor N, Chen Y, Feng J, Teitelbaum D, Sun X. The surgery for blue rubber bleb nevus syndrome.
Annals of Medicine and Surgery. 2016;5(1):73.

[15] Yuksekkaya H, Ozbek O, Keser M, Toy H, “Blue rubber bleb nevus syndrome: successful treatment with sirolimus,”
Pediatrics, vol. 129, no. 4, pp. €1080-e1084, 2012.

[16]Ugochi OO, Ghada A, Rolla F AA, Janice M S. Successful Management of Blue Rubber Bleb Nevus Syndrome (BRBNS)
with Sirolimus. Hindawi Case Reports in Pediatrics. Volume 2018, Article ID 7654278, 5 pages.

Vol. 26 No. 2 May 2021 ISSN: 2509-0119 596



