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Wolman Disease
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Wolman disease® AFEfTA AF<Q lyso-
somal acid lipase(LAL)Y ZH] 93 fAA =2
dAateld Aoz AgAs dyoz fAdE I
3k Zgolt}. Cholesteryl ester$} triglycerides?t <
2 A7 FFH=Eo] ERAY, 7h|Ed, $FRHE
zHste AW, TE, HAL 59 943F T4 o=
AE FF7el, 710k A<, F3Fe) 5& dodm,
E5 XA A EAAQ A9 Mg Hoy,
S AF FAE olge] AIgE z#SA HE WS¢
EEX APAHQA Agolth w2y WdT D wjgd
A& HAREAEAN LAL 2459 A4S Qg
ZA g & gtk & A5Hx] g dx FHo)
A A B o)A FAA} o]Ae) 7 Xzl o
3 28 A7 AP 9ok

o] Azt AYHQA YFFIE Holm, TxY W
7o e 9 AFEAZedA A" LAL 84
EE 393t Wolman diseaseZ 19 FHE 7
gatslzlel 2stnzt deHE Fale 19989 Aot
837 A1d Adze] FEHYD FaA ).
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AF 204 Hort AF 277N EH ARE ER
B, TE 9 AAE F42 AF 46597 A2 9
B ddst Ngwtyl Bt 4t 2o
2 AGE%T. gobe Furt AF 34EA s
TEE B F AR 7HEe] Utk LA A
F°l 5 kg(3-10MEHNF)oIAL, 3o
oM 43A7A, wge] #AEZ5TEANAM 3FA7A
EXEAT. 28 AAHd AL 139 g/dl, AT
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M AER

21,970/ L, &% 254,000/ L, AST 97 U/L, ALT
53 U/L, protein/albumin 5.7/3.6 g/dL, ammonia 36
ug/dL, cholesterol 93 mg/dL, triglyceride 191 mg/
dL, HDL-cholesterol 15 mg/dL, LDL-cholestrol 40
mg/dL f3 AAGdALe]dFe] ABHALNA o] da
AL gz FHuFHALNAM  coagulase negative
staphylococcus?t Akth. % XA AAG 33 F
F FFoz FHERA A &e AIE &9
o] FAHNL ER &7 AN IS Rl 4
3]zt Wwe] #FEon RGN AP FE
Ads BF EgelA wRkg uFd), e9y
a2 G5 FAY dAAA voe Ag H35 &4
o] BAHYE TxIY ToolA IFE7F A Y=
T, EF E2EAA e AW FEXEE TR AT
7h #FHJR, dFREAAM AP 2 HAM 3
2 ZPAE 2 Kupffer AXWY mlAid xuhaszt
7t FEEgn AREn A AAM lysosome e T4
3 XA Z(lipid droplets)® Kupffer AX 9
cholesteryl ester crystal clefts7} @&l 2] =9
95y 4" LAL TAH=E T2¥ AN
0.02 pmol/min/mg protein(%-4:0.78-46), " FE =
B HAFEAEAA 0.06 pmol/min/mg protein(RA4:
10-75 2.2 AsA Z42E 278 2Yd. fols
¥ ZFo i FAA 5o, ZAAGEAEARD),
HMG-CoA reductase Al Al(lovastatin) Fo] 52
HEH A8E vyt 59 ¥ AgsAch
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Wolman diseaset A|WE3|aie] dFQ lyso-
somal acid lipase(LAL)S] ARl 9% A4 A=
WAl ABoz FAAA gyoz fAH:
3 Ao’ LALL HITE AT AAY AY
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BEE AX EAscd, 84 Ade] AEy A
FAHA FoF 8L FozR FF AT
A4 24 2 A AXY FAFHLA Y 7],
o] AZME LAL2 37}A isoenzymes(A, B, C)
% A isoenzymeo| $d3 APHS ke o] &
24 3®, Anderson 5% LALSl thg A7}
chromosome 10q23.2-q23.3%1 &A@tz F33Ach

AGAA 9oz FHHY, ojfd FAEY dY
HE A 2t daAFAL ol AF 3 FF o
o AR=EEd, IANEL YRE FE, G M4
A, BRsggr 2 Fdl g, 4737, 710k
A Aok md nd 58 Bolu, AAFEA HAE o
A BArAE BAg 8x9 4454 2R AN
F43) g3 A345 FHsA Hx, B9 50%
= A% 3/0E ol A, 90% °)dol BF 6
A olhel Atate Aoz A AW

EAAA AN 27A02E 25 AA o3, A%
Wy, Ay, T2y =ERHAM FE7F A g9ET
7} #&HH 3 F cholesterol® triglycerideT
7N 2ot

ezt oeges  RAPAMT TAX
Kupffer A %7} T3 TXE 73k F3H a7,
a9 3 F9o] %4 z&F(foamy histiocytes)
7} A&y, dRoME AR 2 HEE 2EE B
Zgct, 2oz e HAAATANE FE tri-
glycerides7t @M= 3, Kupffer A E|AME chole-
steryl esters’} @M€ AARAE o] & x7]
ATz BEXdA diEe FEE lysosomewol A
#2531, Kupffer AE|A cholesteryl ester clefts
7b #2Eg®. 2 AN A9 triglyceride F
S AAre] 2-108), cholesteryl ester F=+ 49
5-1608i7kA] F7H8 &AL BT,

A dgt o2 SR M3t 9 A A v
7t EAFHAY, 2N H33E 2L F e OE
AYEZ AddisonAH, 4 71PF, AHMEF, F
A 28, AREAY AAF, RAEF, A9, 24
AEF ol AL, T, A3 434 IA &
Z B0l ANRGE FATA vidEz A 43
371 #EEE 2 A3 AAste A E R (path-
ognomonic) 27elg & 4 ",
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o %4 BA A3z 2 ud, AF Z2FHdA
cholesteryl esters$} triglyceridese] ¥]A42A F3
S Z9%ozi slesit e Tx¥ I &
= ugE MAEAZAA LALY 28-S FTHse A
olt}. LALY A EE wx Wiy T aigd AF
BAZANN ZAEAY, =45EA, e AF Fo
tad e sl EAEEH, E AddMs A
Aol 10% wwl Aoz LA Qo sl
g Agoze WA B AFNFA LALY ZHo] 94
oA Ao gE AN A3 AFE FHstm, FA
A3)3ls Zwslr] ¥E cholesteryl ester storage
disease(CESD)7} 0, th2 AAA} o] Age=
Niemann-Pick disease’} J=dl olde & A¥IAE
ga gdAFor AUL XTI FFAAEA T4 &
AHolx, BA A33rt BAHA gon, Zk A
%2 5& Ao phospholipidselth ¥ FAghe] AbAzl
oo g2 FEAEe} FMZelA LALY AFE
B3 4eHos Ag=o] g3, ol VXY, /A
At o o gE 0,

AR B AN AAHA N5E2 EF o4
o] AlgH L ot s AAAHA &7 AP
gt B 2849 LALQ d9ge] 91l CESD &#
oA cholesterol &/ apolipoprotein BS AAHS
qA5t7] st HMG-CoA reductased] ZAA <
AAQ lovastatine] T2 '?, o]s} 3 chole-
styramine$ #H¥ F43td @A cholesterol, trigly-
cerides, LDL cholesterolX|& thx BFE AT
ave AT Busel Yok & CESD &%
o] NGB AM TN FARTHenzyme replacement)S
NESE dgod 4FHAE EAG. @9
19899 Wolman'®& 859 7t 23 49 Ad
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WA 9994 cholesterold EUOZH IAFEE A
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