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INTRODUCTION: 
Hereditary spherocytosis (HS) is an autosomal dominant 
inheritance disorder of the red blood cell membrane that presents 
with hemolytic anemia. The reported incidence of Heriditory 
spherocytosis (HS) for a general population is 1 in 2000 to 1 in 
5000. Its clinical features include anemia, jaundice, and 
splenomegaly, increased number of small, spherical mature 
erythrocytes and increased permeability of the red blood cells. 
Erythrocyte membrane structural defect is an important 
mechanism in etiology of HS, and is mainly due to lack of spectrin 
in the erythrocyte cell membrane, leading to insufficient formation 
of spectrin tetramer, with a relative increase of spectrin dimers. 
This results in cytoskeletal weakness and instability, giving the red 
cells a spherical appearance, with stiffer, less malleable cell 
membranes that are destroyed in the spleen [1,2]. This condition is 
congenital and no current therapy can achieve reduction of 
spherical red blood cells. The spleen is the main organ where 
erythrocytes are destroyed, and although splenectomy does not 
solve the congenital defect, it stops pathological hemolysis, 
prolonging the red cell life span, and is therefore, the only effective 
treatment available [3].

Some hematological disorders, such as secondary thrombocytope 
nic purpura, which is not associated with splenomegaly, can be 
managed effectively with laparoscopic splenectomy (LS) [4,5]. In 
this case, LS is safe and effective, with minimal injury, less intra-
operative blood loss, fewer complications on the incisions, short 
hospital stay, less pain and facilitates examination for accessory 
spleen [6,7]. Reports of LS in the treatment of HS associated with 
splenomegaly are relatively rare [8,9].

CASE DETAILS:
13year old girl presented with symptoms of Left side upper 
abdominal pain for a week . At 11 yrs she was diagnosed to have 
heriditory spheroctosis while being evaluated for the fever illness. 
On physical examination she was Icteric , splenomegaly was 
present, her laboratory investigations shows Hemoglobin of 8 
mg/dl and many spherocytes in peripheral blood smear. Increased 
erythrocytes fragility Seen.

Hemoglobin electrophoresis and Coomb�s test were both 
negative.

Liver function test showed Elevated Bilirubin . 
An Abdomen CT scan showed a large spleen.
Trivalent Vaccine was administered.
The patient underwent laparoscopic splenectomy.
Under general anesthesia in supine position with the left flank 

elevated (Figure 1) and ports were placed.
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Figure 3                                                                      Figure 4

Figure 5

The lower pole of the spleen freed from its loose surrounding 
tissue using Harmonic scalpel and the splenicolic, splenorenal and 
splenophrenic ligaments were dissected. The stomach was 
retracted to the right with atraumatic forceps to expose the 
gastrosplenic ligament which was then cut, take care to avoid 
injury to the short gastric vessels. The porta spleen was dissected to 
expose the splenic artery and vein by gradual dissection from the 
superior border of the pancreas. The splenic artery was first ligated 
(Figure 2) and the spleen given time to shrink, after which the 
splenic vein was also ligated (Figure 3)

The spleen was placed in an endobag and its mouth withdrawn 
through the left lower abdominal incision after appropriate 
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Hereditary spherocytosis is an inherited hemolytic anemia caused by a deficiency in erythrocyte membrane proteins. Removal of 
the spleen may reduce the intra-splenic hemolytic process of the disease and, therefore, may correct the anemia. Furthermore, it 
seems to decrease the levels of serum bilirubin, thus reducing the formation of gallbladder stones. Indications and timing of 
splenectomy, however, are still debated. With the advent of laparoscopic surgery, splenectomy has been performed by this mini-
invasive approach. Laparoscopic splenectomy is an effective technique, when performed in patients with hereditary 
spherocytosis. Low complication rate, early recovery, less hospital stay, cost effective and persistent correction of the hematologic 
disorders can be expected after the laparoscopic splenectomy, provided that a proper technique is performed and an experienced 
surgical team is available.
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extension. An oval clamp was used to crush the spleen in the 
endobag after which it was extracted piecemeal (Figure 4).

Postoperative period patient did well port sites were healthy 
(Figure 5) and patient got discharged on 3 rd day.
  
DISCUSSION
The reported incidence of Heriditory spherocytosis (HS) for a 
general population is 1 in 2000 to 1 in 5000. Although the 
diagnosis of HS is often made in childhood and young adult life, it 
may be diagnosed at any time of life including old age [10]. HS is an 
autosomal dominant inheritance disorder that can affect both 
male and female subjects. In almost all cases it is heterogeneous, 
with a clear familial history. A few sporadic cases related to gene 
mutations are also known to occur [11]. Splenectomy is very 
effective in reducing haemolysis, leading to a significant 
prolongation of the red cell life span. The clinical manifestations 
and complications (anaemia and gallstones) are much reduced in 
severe HS and abolished in milder cases. However, concerning over 
the possible consequences of sepsis has led some groups to 
investigate whether it is necessary to remove the whole spleen to 
control haemolysis. Partial splenectomy is theoretically associated 
with a decreased risk for post-splenectomy sepsis, but it is possible 
that further surgery may need to be undertaken for either 
recurrence of haematological problems or for symptomatic 
cholelithiasis [12]. 

The management of the blood vessels in the splenic pedicle is a key 
step in successful LS. The splenic pedicle is best dealt with in the 
following ways: 1. the splenic artery should be ligated first then the 
vein to be ligated. In this way the splenic pedicle can be controlled 
to avoid bleeding. Splenic blood flow also reduces making the 
spleen to shrink in size, creating more room for manipulation [13]. 
2. After ligating the splenic artery, the splenic pedicle should be 
disconnected after change in color of the spleen is observed. This is 
necessary as it is possible to confuse large branches for the main 
splenic artery thereby causing heavy bleeding when the pedicle is 
disconnected. 3. When using the ultrasound scalpel, Ligasure or 
Endo-GIA to secure the splenic pedicle, care should be taken to 
ensure the full circumference of the pedicle is secured to avoid 
leakages.

Laparoscopic splenectomy is an effective technique, when 
performed in patients with hereditary spherocytosis. Low 
complication rate, early recovery, less hospital stay, cost effective  
and persistent correction of the hematologic disorders can be 
expected after the laparoscopic splenectomy, provided that a 
proper technique is performed and an experienced surgical team is 
available.

CONCLUSION:
LS safe and feasible even for HS patients with enlarged spleen. 
Advantages of LS include reduced risk for complications, lower risk 
of bleeding, shorter hospital stay and quicker recovery. Improved 
surgical techniques coupled with better equipment and increasing 
experience of surgeons in performing LS will contribute to the 
safety and widespread use of this operation.
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