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Adrenoleukodystrophy



1 HERE RS E AR ?

1.1. WH

IR X 882 £ ATP-binding cassette, sub-family D, endoplsmic reticutum
member 1 EE (ST X-ALD 5 ABCD1 ER)FEHERE -
EREEAEABEE/ B (peroxisome)EE - FIENH R
JEE RERFMIEN B (very long-chain fatty acids,7H AL(:.W
VLCFA) - LHZ 24 @K 26 EixIAEHE - S35 v
VLCFA KRERBEHEAMBEME LRKEE - E M S B4 i ‘
REAMNEEHEES  ENPEGKERERTERLL  EEML

BIETHEEPEHE -

cell membrane

1.2 FAEX

ALD 8% %Eﬁ%mLﬂﬁ$mA BERARIE -
DA ERER - 84 X7 1/20,000~1/50,000 7 & -

1.3 BEER

B LRKMBAEREENETE ALD - ALD @—EMRER ( X-link ) BHEEER  ERUTHRE
& Xq28 B9 ABCD1 ( ATP-binding cassette, sub-family D, member 1 ER ) FRFEGER - BAIE
KA 850 BNREERWEE - AHEBAFY  BREANBLEY  BR2E - B—FHEE
EELLE - 8% ABCD1 MRIEBERNZMEXRZEEENR - 2MtIAVE ABCD1 EREGRFERZ 4
MEZEEABERFRER - BRREMA ALD RIBFRE PEXI, PEXS, PEX10, PEX13,7]
PEX26 B - FhRIZEMETA ALD -

X-linked
Recessive BEEANWER ABCD1 FIRENEBE ALDP 2BR

- WA ERBEPRARN—EZXEDrs Patrick Aubourg

and Jean-Louis Mandel in Paris - 1993) - EBE

ALDP TEFIRBEEYENETRE - JURKBEEYEE
LtiEsEYEE - MIFEREBMHEMZFNA ALDP #
ANBEEE - FillE ABCDl ERARMEEMEER
VLCFA JJIIE MR E S - AR D -

Q

1" 12




2. BAMTERKRRIR ?

21. RRRIB

X-ALD GIAEE AR ERER - BEREHMEES
15  DEERTAEASIENRES - 2IEH
B REBES - BEREER  AEEmEl
B RS B ROEENER - SEREER -
RERFERRERER - ABRTERS R EES
B HPLTIREEREE

(1) REPRFE (WEFREEEN31-35%)

2.2. ZHr:

1. ¥ :

oJBEEMEE - AMBKAMR - B
BREESARPEEESH "I
BRI . - HET C26:0 T
=81 C26:0/C22:0 E2 C24:0/C22:0
tbEREHS - MREtHER - REBEH

BENE3 210 338K - —MBBFIRFL
BENTRAER  ZRFESKEMBEEXENS
ZHERK - BERREE 6 BAR 3 FATHE
RIE - ZHRARGEBEENEEHES - HRE
FASET -

F[EPEOZASEZRGHNE -
IMBEPIFEADZN\THER
i - 5 - Bl \RNE&ER

ALD - BEHB ERNEEENE

Iaé o

(2) BNEFHBEEREY (4915 40-46% ) 2. XBWE
BEREN 21 mUAEER - TZEABEEN PSSR E RS ERE O LIS IR B MK
MEEREIE ~ |0 - BIEEHIEQN - PR MEERE  DBIREEMES
ZHRIES - N 10%E 20%FE - R ¥ MEZBERESTEEEERNE
AR IEMBRENRM - THAKNEBSIER - IRIMEPREAIE - 2/V0E @ M
BYTRRERERED - RPEERBERENREERE 4

(3)

BHEHERR (WEREERE 10%):
HRBUNRE  BEE 2~7 mE%RE - £&
RRERE EIREAEETEHNNEER - EIE
MAEZ B ERZIRZ AR - BRI REIRE
% RIMEE LBE  ALRERE
ZRAR/BEDW ACTH MBERBERIRIAR

652 A AL IEHHEE -

3. BRABE

o] DUHIMEEE E DNA RIS ER
e ERNEEARENIN - 3
Ei5H7E ABCD1 EHEDE 1065 &

REN - A 522 EAREZH —E
- ARTEZREEME -  ASHSEEFFES —1g .

B AT AR FRYER -




3.1. 143
EENEERES FREREE  UERANSEEREEREEAIAES LIRRE - BAEEY
=R RATE  BONNERES FREFRSNER  TREEREGNES LB - #1%

ANSRENEE  FEXBREZGUNEIRERE - EAO0EBRABXET - 35 - ¥R -
BEERAEREFRE  XEENELAUSESEZETENNEEnE - UAEHFZEHFERN
B IR BB AR B R AMN) B EREH AR RIFMEERBELE -

REAKNEALD)EER ZEASMEFAMEZE (Hematopoietic stem cell transplantation -
HSCT) - BEEE 20% RO GEE /LI T - HSCT BRIR & &4 MRI BRIEEI A 18 » K
ML OIEER(FEER>80) B RBEAMBEEETNERE | FEZBEAAEERIE AL
INBTNBEPEBR(TFEE < 80) BB EIT UL FlT -

HHEECREARERE  BEXREIR\BAERN ALD BE  REERKANAESNESERERZL
RH(Lorenzo's Oil) - ZMMIZAAZBESEE T AEMAENE - oIBRESZRAREREIENE
(hexacosanoic acid, C26:0)AFIFE4E R EBAINRAEAR HIRMEE - @B AN EEERE
BER DRI C26:0 1HEE - EEBEIERDE ) C26:0 - BEREBEZBUASEZTEHHHIRLENEM - B
ARZEMEZARNER IR PISBEFERALZRENEZMAERA - AIELEREENEE
xHE -

SIOERIEEMRPHNEEZRZEERGE - WEHEZENHEEASNEMFMANR KRB 2
% BRELENHARBEEEEZES L - REENVSER - ILEERSES Y ALD &
EE-EIEFNEMFARBEELE HAVNNEEL -

3.2. 1%

EEAZRE BER 1~10 mAKT - RHSRBAENFT O &
EHATI TR BN 48 = R AE A RO B8 A - PR T 7% 15 B2 7R 28 1R 70 RO O
(Lorenzo's Oil)¥IH4ES VLCFA Z RN EMRAR @ |Xa%E
CREENBERE  HRERFENAREY -




3.3. ERNE/EZ
ELAT - BERGBRASRELESRAREEREMS - EREFRLETERAIEE B8
HEEEEREERE  T-ABEREIEEEERNLESEINEH 2R+ - RERAE
HRERERELHRS - TER DNA BAIKSRRDE - BIBERELNFEARSE
FMBNERERITREZ - ERBEARET M e TERR -

i
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