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A Case of Wiskott-Aldrich Syndrome Treated with Splenectomy
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Sang Lak Lee, M.D., Heung Sik Kim, M.D. and Chin Moo Kang, M.D.

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

The Wiskott-Aldrich syndrome is a rare X-linked recessive disease characterized by thrombocy-
topenia, eczema and a marked vulnerability to recurrent infection. Patients with Wiskott-Aldnich
syndrome have a poor antibody response to polysaccharide antigens, low levels of IgM and high
levels of IgA and IgE in serum. Hemorrhages and infections are the main causes of infant mortality,
whereas lymphoreticular malignancies are the main cause of death among adolescents. Although bone
marrow transplantation of compatible bone marrow has been successful in some patients, suitable
donors are not always available. Splenectomy produces a rapid and sustained rise in the platelet count,
decreasing the risk of a major hemorrhage, but increasing the risk of overwhelming sepsis. Lifelong
prophylaxis against fulminant infection is needed after splenectomy.

We experienced a 10 year old boy with thrombocytopenia, eczema and a history of recurrent
infection and immunodeficiency consistent with the Wiskott-Aldrich syndrome. The patient underwent
splenectomy at 6 years of age because of recurrent hemorrhage. Postoperatively, his platelet count rose

promptly and he had no further bleeding episodes.
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Fig. 1. Herpes simplex viral infection: Grouped vesicu-

lar erupnions are seen on the cheek.
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[1.8g/dL, wU&E-F 25000/uL(FAF+ 64%, ©ZF
29%, T 3%, SAE 2%, 5T 2%)o|Pem &
A3k 249,000/uLeol2) 31 ESRE  50mmyjhro| i)
(Table 1). A&NAAA 2] & 7= AAbolola,
ufok AA= sl o rfjufol|A] B S o]}
HEE A8 6l mledZzielxs [gAx 330my
dL, 454mg/dLE o], IgEE  1,565mg/dL,
LO67Tmg/dLZ. Z7}E|o] Qo ov] [gMS 33mg/dL,
2mg/dLE 4%l 4748 Bl Flow cytometryS
Gl%fﬂ' gl = o1 o}& 73 Abol) 4] = Pan T(CD3)7} 43.8%

B2 AAEY] 93 Tu7) 23.9%, T8+= 17.8% o]l
(Table 2). A1 Wido] =Z LA 3l o] T4l
T4 U cFAANAEE -3 keratino- cyte
= & T UelA] SlEHAI 2 ZAedel] gtk AHE K
Sach(Fig. 2). A7l Ae} FEag & A

40|93 antinuclear antibody2} C3, C4= A Alo]
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Table 1. The Serial Findings of CBC

Before splenectomy Post splenectomy
(Age) Feb.21, "85 Oct.22, 91 Apr.16, 93 Oct. 10, 94
(3 months) (7 years) (9 years) (10 years)
Hb(g/dL) 6.5 12.2 11.8 10.9
WBC(/1L) 16,900 12,500 25,000 9,480
PMNL(%) 31 78 64 57
Lymphocyte(%) 69 18 29 36
Monocyte(%) - 2 3 9
Eosinophil(%) - - 2 2 4
Basophil(%) - 2 4
Platelet(/uL) 24,000 17,000 249,000 132,000
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Fig. 2. Skin biopsy of the patient’s cheek shows the

histologic finding of herpetic lc::;iun. A few -] ‘EQ JF‘:‘] T2} _'J'_?]-ﬂ] vd % °” o] ":ff ’319—3-5- =T
}(crﬂtil.mcytcs show intranuclear cosinophilic AR Al Fe] F9b el o|AAHS HolA
inclusions and multinucleated giants cell(H&E, orom™ & azte] oxkadhesion)oll Q3 oIS
X 200). vE— » E=d aT & 2.5t 2=
3]°= glycoprotein 1bel] o]4ke] glrl= H.ii7} ole}'™
Table 2. The Findings of Immunologic Tests Wiskott-Aldrich =33~ %lo}52 Herpes simplex,
S Date  Nov.28, 91 Apr.16, 93 Oct.5, '94 chickenpox 5-2] nholel2: 7ed"™“3} pneumococeus,
\“x.x (Age) (7 years) (9 years) (10 years) H. influenzae, Neisseria meningitidis 53} 742 cjdd
IgG(mg/dL) 1280 LI0 1400 oo 7P gl da R Aldh e el
lgA(mg/dL) 330 454 435 ol W A7IE 7hedo] sl EHtE|v o]+
IgM(mg/dL) 33 42 75 A Aol Q)8 e 7lael] gk A ufj ol )
[gE(mg/dL) 1,565 1,067 723 o2 ko) gk x] WA SEo] 7Ashy] ulE
Pan B(CD 19)(%)  14.78 10.6 olgla sk’ mRA 5% Z|Badwl e kol A] A%}
Pan T(CD 3)(%) 47.34 43.8 slo] Hxp Ao 2 HA = SAE 7HA 2 o
Ts  (CD 4)(%) 21.51 23.9 L}o]7} S8 x| Foll A wk2spA] ¢ka™, L okA)
IR CDRECR T & sole] ohmuly el fARslela dhek”,
Ty Ty 0.83 1.34 N
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