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FhREoAf B S8 5 A 11 H
FAURGOEHE  PAHAIEE 5 &R 2 IS
FhumXEH FBAECA AT —EHICHIFBRILKEDOETE
WXEBEZR ;ki% FHIE RS

(EI#) '
B OME M & R AN #

(H :8))

BIBEAE YR o7 +—iE ( Adrenoleukodystrophy ;ALD) (%, /NEICRIET 5 eSSt BE MR E
T, WEEOETHREEFRERIERL2HHE T 5, FLEMITTMMRBD cholesterol ester % i
CHETEIRIEHADENRICBREHEOGOBEMLTVWACE LD, ZOXBIEIRRBORELS
nNTw3, UL, ZOFMIRIZHSHLTRE N, RRFRIZZOREBLZHSPICT AT, JHTE
ERL7- ALD EEFID X BMBOIEE 21TV, TORBIEVHBEBOBFICOVTRITZTES b
DTH B,

(FFEES 5 Tt ki)

AW e 3 EBfEE, BESETRETEZORERE L, RectlinEs, RNEEEZZ2L, M2
FEORBABREEC L 13T BERTHS, FAAEAOROERDOEREEL, HETHL LT3, KiE
FHRIEMARF I ALD L2 Nl HRBICITYRETHREMINEITIE > . ZHEZ BV, BB o
EITIE -7 ORMAE, B, FRUBLTH S, SHEIE—80CHEERER, Foch OHETIEEZ
L, BIEEMTETE -7

3 #IEE % microelectrobalance THIE L7 #ER, MEEICEW TIHBTHERDIS4%THS
izt L, AEFTIZ10. 0 BEHBEORD AR, tOMBTIIHBEAEFOMICEELZEZER
WIEM Tz, DEICHIEEMRKII 2R cEE/o~vb7 57 +— (TLC) (—#&L: chloroform —
methanol —aqueous ammoniae, 130:70:10, Z&Jt : chloroform—acetone —methanol —acetic

acid— water , 100:40:30:20:12) & Pi—molibdate ZEDFA&HE T, F /- sphingolipids (& TNBS
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Hic kD AIE LR, MEE TIAES T phosphatidylethanolamined sphingogalactolipids @
LERDT,

cholesterol ester (CE) (3#H5HE % TLC (petroleum ether—ethyl ether , 86:14) THEBH, ML,
Zurkowski FEICTHIE L7z CE O#KIERMO2HTE, MHB LA CEZ2T7Ah UKRL, B8 LISH
g% 4 Frx X F L L7121, gaschromatography (GCIICEA, 3% SE 30D #H 5 2 FETAFIAH
WiTIE 572, CE BBOMBEEICBTIREALAD SNV DI L, RAEFDORMEAE TIEEH
ZRL, BIEED6. 9% % 507, OO CE SRBEIAES EXGBOMICEAZDE ML -7, CE
DERIEBRD T, Co &0 REDOSDODLIENRIC 5D 2863, WBTIEIMAES 5%, BF
3.1%, H4.6%, EHN2.9%THs0ILxtL, KEFTIRIZNTN27.3%, 56.7%, 9.2%, 4.6%TH
b, HichMEE, BIBTERRIEMERD ., $FEFOKAED CE OBEEIEEEIZCs 0 &
peak EFBHNAVBICATL, BIBICBOTR, Cu: MEICEL, CRDHTRISHBON%E &
7o

i TLC 9#rth, KEFIDOKREED o> OmbIEE+ IC, SHRICIEA 5N WD spot 2CE @
spot ICHEEE L TRDIo AMBRTVH Y KEEZZH T, CE LR JNDOWMBETH B EE2HEID
foo AEEEELIOME L, BHBA FLTXFLERSEETGC TR LIcET A, —EDES:
K73 peak DB LTz, & peak DEBA EITIE 7R, TNOHIEHCau~ Cyu 2, REHK
16~33 K534 d % n—alkane THELEWHLDER 5Tz ROTAYEOZMIICK T 25813
squalane ZPIE#EL L, GC THRIEL /oo AEFTIINAE TRIZE?D 0.63%, BIBTI20.95 %
b E0iIsl, MBTRZNZN0.02%, 0.15%BThH-7. HF, BATRAERE RO MIC
n—alkane BBDELRDEDP 1o AYBEZARRICS L FAET 5728 Z D contamination & E
T g AT, STICERA LT XTORE, RE, BRAEER LIS, Zo0IFnh s bAYER
BT -7,

# B
1. AL DAEFIOMBOIEE D ZITIEV, EHEAMRKILKFE TS % n—alkane DEHEZRD I,
2. n—alkane DEFHINEOEFWB THAMAHE, BIFC—KLTRDH LN,
3. #FMl7/cn—alkaneld Co ~ Cop DHHRDOODNETH Y, ARBICHHHSHBEHEIENIRED 8

EERBE LI
4. HARNT n—alkane & BEMEE L ORIICRBIBEEAE T2 EPH|EINTEH Y, n—alkane DEMH
ERBEDOFIE L ORI 5 ORREERPEET 5 C PRSI,

5. A%AERNTO n—alkane DT OVWTHRINT 5 EBBETH 5,

WXOBRAEARROEE

ARFRBEIFAE VR b7 —EOMN, SIBICEWTRRZD ST 2BEREMEIROERICN
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2T, H#EAMRIKESER TS ELZALHTRHL, TOBEREZELLLDTHS, BHELT
RALKFRDEGRICE S 5 EHOMEIZ L, AYHEE, RREBFOEVR o7 —EOKELSH
T/ BEHIENRORBOBEL TO 5 AR SANEIC L > THoPICE N, DT EEIAFED
WO A5, RILKROEANRBOMRICEFEGIE6DLEEZ SN,
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