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Renal manifestations in tuberous sclerosis complex
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Purpose : The renal manifestations of tuberous sclerosis complex (TSC) are remarkably diverse,
including polycystic kidney disease, simple renal cysts, renal cell carcinomas, and angiomyolipomas.
All of these occur in children as well as adults in TSC. Angiomyolipomas, which can cause sponta-
neous life-threatening hemorrhages, are by far the most prevalent and the greatest source of mor-
bidity. Here, we will address our experience, adding to the literature on pediatric patients with TSC
requiring evaluation and treatment for renal manifestations.

Methods : A retrospective analysis was made on 19 patients in whom TSC was diagnosed between
May 2001 and Oct. 2005 at Severance Hospital. All patients had clinical diagnoses of TSC as defined
by the 1998 tuberous sclerosis complex consensus conference.

Results : The patients consisted of 13 boys and 6 girls with a mean age of 7.3 years (range 1 to
22). The renal disease associated with TSC included angiomyolipoma in nine patients (47.4 percent),
renal simple cyst in one (5.3 percent), hydronephrosis in one (5.3 percent) patient. Eight patients (42.1
percent) presented with normal kidney contours at abdominal ultrasonography. One patient underwent
renal replacement therapy due to chronic renal insufficiency after nephrectomy. Hemorrhage from

Conclusion : In our review of 19 cases of TSC, renal manifestations are reported in 57.9 percent of
patients. Asymptomatic angiomyolipoma associated with TSC grow gradually, although severe hemor-
rhages are rare. So patients with TSC should be followed up with serial computerized tomography
or abdominal ultrasonography. And also, renal function should be monitored conservatively. (Korean

Key Words : Tuberous sclerosis, Angiomyolipoma, Hemorrhage, Chronic renal failure, Ultrasonography

M 2
244 AT FPNA 4o AR A7 AR FF
o] Al Ao zA EAol 10000HT 18 FHES
woln 14 A, A% vhek 9 chuel FW ARF) 35S
exoz P o] AFL 1880 Bournville?ol <jdte] AL
o2 FFRAAAY HEstEd EAo] 7EFHAL HAAW

A 20060 10€¥ 16Y, +<1:20069 12¢ 15
DA ol A%, A TS o] Tefeh Lokt
Correspondence : Jae Seung Lee, M.D.

Tel : 02)2228-2050 Fax :02)393-9118
E-mail : jsyonse@yumc.yonsei.ac.kr

Q]
=
.

3
o}

=~
i1t

ARG A-e] AVER A Z s (tuberous sclerosis) ©]
g WYEth B HJe8e T3 244 el IR T Fo
ey Z=Ao AA, Al H T oy Vs JAME Qe
Aoz A ) AlFelA LAFEE TS U dHA
BEolr] A ¢E 2 AAEge =R aRoAEe A%
Hoz A7} 7} Frkske Aoz dEA iy, Fd 59
FHToR Alge olE & o] Ad™A AT FAEY oF
of 8% AV Ha k. ol AxE AdAd FAstE A
55 thdzt 8 et oddt A P F Al
A 1 o FE FA 8] Bazp sl

- 178 -



CHat 3 2y

3YHE 2005 10€7HA] AlBgs Y
Aoz Aw 2 A&
_‘:,L

4
@4 o
=
[e)

aelte]
we 1999 B4E o
s 02 B BAd E APl E
J& 1998 tuberous sclerosis complex con-

=alqln).

FrAom BN 2eNAA) EE Y

sensus conference 14 WxE Fgk 7]EYS wt
TE FxEA wd

B ATME F #4199

F WA 131, o174 gHoR Al
£ 221090, A% gzmz e g

Ale] b ¥ 7.34)

01

A
(AA-224) Atk F 11#1(57.9%) ] Sxtell A 27ke] oo W
AxRoH, FAe] it %L 85A41(3- 19%11) Ak LA
W 9#(47.4%), @ Al 18(6.3%), F41%5 18(5.3%)7F
A AHFig. 1). YA 8#1(42.1%) 9 FAES BR 255
A B B8 A5 4 2900 A A% 238 By

Fig. 1. Angiomyolipoma in a 16 year old boy with tuberous

sclerosis. Contrast enhanced CT scan shows heterogenous
enhancement of soft tissue within the lesions.
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Fig. 2. Angiomyolipoma. Photogragh of a gross specimen
shows a multiple sized yellow nodules.

Table 1. Renal manifestation of TSC

Number (%) Age’
Normal kidney 8 (42.1)
Angiomyolipoma 9 (47.4) 8.7 yr
Bilateral 7
Unilateral 2
Simple renal cyst 1(53) 79 yr
Hydronephrosis 1(53) 7.3 yr

“Average age of diagnosed renal abnormalities
Abbreviation : TSC, tuberous sclerosis complex
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Table 2. Angiomyolipoma of TSC
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Elevated serum creatinine
Urinalysis abnormalities
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