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TUBEROUS SCLEROSIS COMPLEX DETECTED BY SPONTANEOUS
RUPTURE OF A GIANT RENAL ANGIOMYOLIPOMA : A CASE REPORT
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A woman in her 30s was admitted with abdominal pain and nausea.

CT scan revealed a spontaneous

rupture of the right giant renal angiomyolipoma, and trans-arterial embolization was performed successfully.
With further examination, she was found to be affected with tuberous sclerosis complex (T'SC) and she finally
was treated with everolimus for prevention of recurrent spontaneous-rupture of renal angiomyolipoma.
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O— 3Tz 20144E 11T, MErk TR ICH
Sk DGEHINE 60 mmHg B & 9 v 734 # b
f@b}%74ymk%%&ﬁm%%w CT TH

HF AML O B L2 sz, RHZESABEL,
B IRFERRFR L (trans-arterial embolization, LL'F TAE)
HHAT S Az, FRIMER 4 ACERM L Hb 9.7 ¢/dl T
LA LD DD Hb 7.5 g/dl & BIMASET L7272
O, S5 4 BAEIm B L, B HEE
LI

ABEREIAE © & 155. 1om, A5 43.6kg, 1Kl
37.5°C, It 150/99 mmHg, Wk#193/45, SpOs 98%
(B =2— 21/min).

BRI, EIMIEERICEE L, SRICBEDE
D

M4 HE 7 - RBC 500 % 10*/41, Hb 15.1g/dl, Ht
42 3%, Plt 6.1x10*/ul, WBC 9,100/4l, BUN 15.2
mg/dl, Cr 0.7 mg/dl, Na 136 mEq/l, K 3.9 mEq/],
Cl 10l mEq/1, Ca 7.8mg/dl, AST 861U/, ALT 55
IU/1, LDH 45410/1, TP 5.5g/dl, Alb 2.9 g/dl,
CRP 28.36 mg/dl.
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Fig. 1. a) Abdominal CT scan showed giant AML
in the right kidney. Another AML was
found in the left kidney as well.  b) CT scan
showed 24% reduction in the size of the
right AML after everolimus administration
for four months.
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Fig. 2. Angiography showed a few renal aneurysms
remaining in the right kidney.

Fig. 3. Chest CT scan demonstrated lymphangio-
myomatosis in the bilateral lungs.

Table 1. AHEIVERELEE D ki

KAEAR
L. T OO M AR % 7: GRS, SR A E )
% i

2. FEIMGILL SEIL PR AEAENE

3. 3L EOEHE (hypomelanotic macules, three or more)

4. ¥x 7 1) ¥ %y F (shagreen patch/connective tissue
nevus)

5. £ 5 @O M @ # 3 E (multiple retinal nodular
hamartomas)

6. KIH B (cortical tuber)*!

7. W% FAF#EET (subependymal nodule)

8. MM ZE LAF E Mg 4 A KM L E  (subependymal
giant cell astrocytoma)

9. LORERUHIE (cardiac rhabdomyoma)

10. i) > 7 VEEERE (lymphangiomyomatosis) ¥

1. BIERIEE (renal angiomyolipoma) *2

IR

1. T+ X VEOLFEM/NE (multiple, randomly distri-
buted dental enamel pits)

2. WFAEMEER; A — 7 (hamartomatous rectal polyp)*®

3. H¥ AL (bone cyst)*4

4. BORIRNN VRSB A2 B # (cerebral white matter
radial migration lines)*!'+*

A OFRAENE (gingival fibromas)

LSO #EAE (nonrenal hamartoma) *?

HENE A BE  (retinal achromic patch)

WAEPE/NEIBE (confetti skin lesions)

. ZEMERFNE (muldple renal cyst)*®
Definitive TSC : KIEIK 2 D, T2 KRAEIR 1 2 &/ME

w2
Probable TSC : KFEIR 1 2 E/MEIR 1 2
Possible TSC : KIEIR 1 2, F7213/MEK 2 2Dk

© o0~ Oy O

*] Cortical tuber & cerebral white matter radial migration lines
DOWFERZ FIEICED 25513 1 2EFE R D, *2 Lym-
phangiomyomatosis & renal angiomyolipoma DO WEIRD D %
it 13 definitive TSC & B4 2 1213 MO FEIR & 726 % 2
YD L. *3 MEGZWAH L EAHFE L. 4 L}
FUHRRTHEGSTH S, *5 3 2L LD radial migration
lines [IRIEIRICAN D REZE VI EROH .
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AT JEE CT THEICEE 25com OE K%
AML % 3%, BEHLOBEFIIARHE THo72.
B2 AML %7807 (Fig. la). B S 77 t A L
ROT, WEAHIMEE 2 S5hie.

GEREE TR OFGA D S IEE A AT T b
ML, FREE TAE 2047 L7z, MAEEFETIE, W
LI ERO L o720 DD, HIlETHE SN
a4 (Fig. 2 F&H) D@ IO BIRE O F%A
ROz (Fig 2 BEH), =¥/ —VBLU~
A4 ruaAf)VTEREL.

LE T TAE #OE#E L RIFT, RillOHEST % 72
D ho Tz TR AML BORICEE O EREZE O RE
PEDSd B 2 & h HENNRESHE S 7z, mElE o
AML 2% ), ¥ CT THiY > 7 SIREFBERE  (lym-
phangiomyomatosis, JAT LAM) Ot %07 (Fig.
3) Zeh,n, EEEEEE LTTSC OFEZ - 7.
R L BRI OREAR & R ER SIS R L 72 & 2 A
WRANE DB W 2 472720, HAKERY S0 TSC O
ZWiHdE (Table 1) %7z L7z, BMEHEE LTF
Mtk b BRI N2DS, AEFEHE AML & OB
AHETH L 2 O HETURIEHETH Y, F
72V TN T CEBRREEDERA VR T E /2
(Fig. 4) 2 &, KBIZH AML 25 ) FRAGIZ Tl A
WL e BUREMED S D 2 L b, HBISRT 2 Fhir
BHAIAT bW & & L7z, mTOR ESER L2 X
B IEGARAIR, BLUOFHREO) A7 2T 5 2
ERMAFEL, 20154 1 H £ D everolimus 10 mg/day @
W5 & G %5 18H%O CT TlE, WHRRET& ik L
EFEH THRIZ0% D/ % 525 (Fig. 1b), B b Mk
L TV D,

% £

B AML I, P, B S % 5 RIUEEE
T, BEHZEED0.3% 2 505 shTwb &
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Fig. 4. The right renal function was shown to be
well maintained by the renogram-scinti-
graphy using ™ Tc-MAGS.
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AML 12 TSC 23 BT 2 BHE1220~30% & Wb T
BYY BRI, TSC IZE AML 254 06 % #HEE 13
60~80% & &N T 5. TSC IZABFL 72 AML I3,
— RIS CE R L, EEED KEWEHA»H 5
ranz?. F72, Kingswood 5IZIEREIZHIT S TSC
JEBIS3ABIO T a7 7 A WIZOWTHREFLTEBY, &
WIS (2B AML 2F7E T 284 1312% TH Y, AT
FEBITZOEGHEMNT 2 LT 3EY. Brigid 5
X, TSC OFBWIZE - TEEIZ OV TOME % LT
BY, WPBEPEELYEELETLODTHS 2. —
F, AML BRI 7 o 726013407 <, 10V T Tl
0%, BAFIEBNIZIRD &E17% (5/3061) & vk
RTholz, T2, REFO L HIZ AML Z7EHTW
72O b O TREINTOIERN L DR VRHS
HFAELTWEY, 512, bILbhpSHi~7ZRY Tid
AML BRBEZ A 2RI FE R S 7z TSC ot id 7%

<, MizdEsl & b

M W e iE G )76 & L CTlE, Oesterling &
AS19864FE 1 FRIE L 72464t s L < IR S B | [l
CREROAF N X D IBE S 2B L TB Y, EfE 4
cm PLETREIRDS S 2 A1 ER 2R TRETH
D, TAE RBEI TR 72 & OBRFHEIL T L
WEHREIN TS, AKFFTEH, Yamakado H DEF29
BB AE AML BARMEZ & EE IOV TOM
HVICE B L, BB LERIZ T RTHEE 4om ML
ThorzbiBELTBY, FkoE#EEH OZ L%
RLTWS., £ 0OBETOR T, 5L BIIREE
WCIXIEOMBENH ), B OBIREEA K E VI EHKR
WRO) A7 PHREIZEGEVWEREINL TS, Lz
Ao T, FEHEOH R TEREOHAL, HRBE
HBOVAINFEELEEZONDLZ 05, JEEHKA
T D 2 LIXARBRED) A7 BT S5
Wb LEZ LN,

TAE %O EfBE 22T Ramon 5 IX51485 Tk
P ATV, TAE $RICHEKZ K72 L72BIAS 1 fld - 72
bOD, PR TR LIEMIRD SN otz b
HELTWDY, KEBICBWTY, TAE RICER
BECRBEZBIET 2809 JEtbHo72A%, AML O
BRIZAE D TR D) A 2 5o LT LB AnERR
Bt L7z FARE A EIR L 720G, RIERICIAEE
FHE AML & OBFRPAHFETH 5720, 505k
ZREETH ) BERENASLEL RS, L 7T ATIE
HEHEBEOMBEORED LB OS5 EREEF L&A TH
YA EIITERDP o778, AEICOHEOEEZ
BODLZ LMD, HEIEEL WL I EPHRTE
7z (Fig. 5). #FOIEGITRRMICAEE O AML b E
KALL, (TS LDUED LI L 72 B REMEDH 5 2 &
REETAH L, TRINERERE 2 A& L L
7o, FZCHERERM A L, o oMIMEE
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K52 ETHBEHED) A KT 5 HET mTOR
[HEH$ 5 2 2R L 72,

TSC 12 #F 9 & AML I2%F 9 5 mTOR [H & 3
(everolimus) DB H- 12D\ Tld EXIST-2 BRI
IRENTED, 5128 5 T30% LL_E /% 5D
~E AT T RS 7% vs everolimus B 75.7% T
Ho7Y. K512, EXIST-2 3RO 3 4E M BH R C
1, BRhE (BRI ORFERIAT50% LL EAEAN) 28
53.6%, I E TOMMBIAEILZ2.837 H, 3674 HIk
BCOMEMEFTERIZ89.4% ThH - 72, HEITHNTEHRE D
L<IE AML O¥R%E Rz L Twizb oo, Fmg
RHARB RO SN o7, L LTwa) . /-
SEFIEIZ Vv O, mTOR HEHEKGI2L 5D
AML FUABEZHO TR R 2RSS 285 bH Y,
LHE %5 KEBEMAOBRILEND.
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B AML HA 2212 TAE % 7477, mTOR [
F &AL 7z TSC ER % #E5k L 72, BRI D) A
7 %P9 E AML #4835 TSCHEBNZIB VT, Tl
9 HAE 121 mTOR BESSE S 158 option & 72
Dz25bEEZLNT

R OB R IZEE251 [ H AW R LGRS dIb & T%
FLz
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