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Table 1. Age and sex distribution

Age Male Female Total
6—10 2 3 5
11-15 1 1 2
16—20 2 - 2
Total 5 4 9
2. 715

932l Bots FHAA 7HEE S B B9t
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B #olF 13dME 2ol &84 WEE, 1
de FAAA F34 73 A¥TFFLe, £ 1
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2z =% AAE 2 F9 AxE olst
AR A 74 HA¥FE A & 4
AHZYE D. ¥4 8.1+ 2.4gm/dl, dntER
YE 23.4+10.2%, FAHYT 15.9+ 11.7% 0]
RNew, AFEQt HFd e BRAN Fr5o Q)
At

3 A Y9 8.6+ 10.9mg/dl, LDH 370. 1
+169.1IU/Le.2 F7HE o™, Coombs BAMY
9d =% SANES BAHE 2).

Table 2. Laboratory finding

Fig. 1. Hereditary spherocytosis. Marked polychro-
masia and spherocytosis are shown(arrow).
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98 25 ¥FAE&L Ao ol F
28 M e G4 2 F3REA e Fuken.
4SS FEAY A9 NPHEE 2 9
AAeE FA Agsgen F4# 2HL
WP ot vAFEE, DAL,
FTEH AHAAE, T-tube BHREXFEE L FA
A8 3Tk ¥ 98lF 33olA Fu)F(accessory
spleen) & B3y on, B39 AL 150gmol
Al 600gme] X2 HF 350gmel At}

Disease Test
Number Hb(gm/dD Hct(%) Reticulocyte(%)  T-Bil(mg/dl) LDH(IU/L)
1 85 234 24.0 362 195
2 12.2 32.8 12.0 83 380
3 37 . 10.1 14.0 6.2 272
4 80 226 42.0 41 340
5 70 220 13.0 12.1 736
6 6.5 17.6 19.0 1.2 397
7 88 26.0 32 15 511
8 8.0 22.2 115 3.7 296
9 10.2 445 2.8 39 204
Mean+ SD 81+24 234+ 10.2 159+ 116 8.6+ 109 370.1+ 169.1
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6. B|E ME=2 51

FEH 44 8.1+ 2.4gm/dl, SRIEAIYE
23.4+10.2%, F€¥ 44 12.3+ 1.2gm/dl,
SutEATE 37.0+5.3% 22X F£&F Hl¥o]l &
Aol FeFd £ FoAde PUHHE
3).

g Fe¥F P4 HA¥T, A dysEW ¥
LDHE HAE AlYsAd fo} mFolN 44
HYET 2.5+1.8%, A W& F 2.7+ 1. 5mg/dl,

Table 3. Hematologic changes after splenectomy

-8G5 - URA - B9F - ARG - Y-

LDH 229+ 74.8IU/L2A F€H R 24 HAUL
o £3 HHY Fde D HoldAe
&3 A A4 36.2mg/dl, FEF F2H 2.5
mg/dl2 dA 3| ZALstHd.
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AEALd 98 BPFe 1AME e
o 9% 2% A Y A3 69 6HY AA7A
2% A8 A%l & A .

Disease
Number * Preop. Hb(mg/dl)  # Hct(%) * Postop. Hb(mg/dl)  # Hct(%)
1 85 234 10.2 28.6
2 12.2 328 131 404
3 37 10.1 134 383
4 8.0 226 13.0 355
5 7.0 220 12.8 37.0
6 6.5 176 109 320
7 8.8 26.0 13.6 43.0
8 8.0 222 11.0 330
9 10.2 445 124 448
Mean: SD 8.1+ 24 234+ 102 122+ 12 37.0% 5.3
“P” value * p <0005 # p<0.005

*, # Paired “t"-test
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— Abstract—

Splenectomy in Hereditary Spherocytosis in Chiidhood

Young Soo Huh, Chang Sig Kim, Byung Soo Do, Bo Yang Suh

Department of Surgery
College of Medicine, Yeungnam University
Taegu, Korea

Jeong Ok Hah

Department of Pediatrics
College of Medicine, Yeungnam University
Taegu, Korea

Among the erythrocyte membrane defects, hereditary spherocytosis is the most common.

The erythrocyte membrane defect results from a deficiency of spectrin, the most important structural
protein in red cell. Hereditary spherocytosis often presents with hemolytic anemia, jaundice, moderate
splenomegaly.

Diagnosis is established by the presence of spherocytes in the peripheral blood, reticulocytosis, an
increased osmotic fragility, and a negative Coombs test. In children, splenectomy is usually performed
after age 6 years but can be done at. a younger age if warranted by the severity of the anemia and
the need for frequent transfusions.

In the period December 1987 to Agust 1993, 9 patients with hereditary spherocytosis underwent splene-
ctomy and the following results were obtained.

1. Nine patients were comprised of five males and four females.
2. Five patients(55.6%) had been admitted to our hospital during age 6—10 years.
3. Four of the nine patients had autosomal dominant inheritance with variable expression.

The other five patients had no known inheritance.

4. The diagnosis of the spherocytosis was based on the increased osmotic fragility and increased autohe-
molysis of the erythrocytes, as well as on the appearance of spherocytes in the peripheral blood smear.
5. In all cases splenectomy was performed. Two patients had concomitant gall stones and choledocholi-
thiasis, respectively.

One patient with concomitant gall stones underwent simultaneous cholecystectomy and splenectomy.
The other patient associated with choledocholithiasis underwent splenectomy, cholecystectomy, choledo-
cholithotomy, and T-tube drainage.

6. Complete hematologic recovery was obtained by the splenectomy in all cases.
7. Postoperative complication was not occurred.

Key Words : Hereditary Spherocytosis, Splenectomy



