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B4R - TRIEFHIESH
1. Multiple infarction of the cerebrum

Softening and pale changes in the right frontal
lobe.

Multiple small cysts of old infarctions in bilat-
eral basal ganglia, and complete or incom-
plete small infarcts in subcortical white
matter.

Marked arteriolar sclerosis of deep penetrating
arteries.

Mild atherosclerosis in arterial circle of Willis.

[Hypertrophic cardiomyopathy (380 g)]

Patchy myofiber disarray with plexiform
fibrosis in the anterior, lateral and posterior
wall of the left ventricle.

II. Related findings to I
1. Infective endocarditis

Friable vegetations on the aortic and mitral
valves.

Septic infarction of the right kidney (120/120 g).

Microabscess in the cerebrum.

Exudative splenitis (120 g).

2. Bronchopneumonia, L < <R (200/650 g).
III. Other findings

Atherosclerosis, mild ; the aorta and the middle
sized systemic arteries.

Mildly hyperplastic bone marrow.

Intramural leiomyoma of the uterus, 6 mm
across.

Chronic thyroiditis.
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Neuropathology, 28 : 132-42, 2007
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CEd, HSADOREZEL TRIITEIXH D £ Lk,
BT MR RIEIFIEE »RRED T L, ZOERBD
EHRIC ACE FHEE AR WO TIZ R W & v 5 RN
HAMRRYETH Y, ACEMHEREZ2ES L2 8
HYFELIz,

B MRS D M I IR D TL £ 5
Bl RS A THRIFEREZRD £ LcHS, KEINEIC
WEEIZHD ERATL, BIRIZ S, SO
BT RBIMERE R ST E®ATLI,

ANBI T 19955 MR DR, T 5ded: 0 — N lisgs
OFTRICIE, BEMBEICOWTOILELH FHAT
L7zo &, AERITHn CHIESR b ER L £ L1722,
2R D BRI 1, S O WK WHEER D[R]0
REFE L, MOBIRCRSAIFIREIRD SN EE
ATLTzZ,
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Opening remarks

EEMRME - 5, BU NasumhiEEEhTW3 !
EE— (EA - AR, VY~ T - BEREAED

T FAE S = TEE Y o A2 FEAICEWY
ADRETHY, ZORHRBHNESN S, KHICE
25 I31/10,000A TH D, REFEMNIZIZHI2004
DEENED L OWMEDPRORFERER»SHINT
W3, 29 LIRILD B CER M B RGE 25 R
HEDEERFANE 55 Z PRSI NLE LTz, 2D
gL o7 DIE, 20124 4 Hicbhvb WS RKEE
¥ CSFIR (colony stimulating factor 1 receptor)
DERZFE LT “MHEEIERA 7 = a4 ¥ 245 8
@A EME (HDLS)” O 1 KRR 2 AR THID
THE LI Z L Th b, HDLS 3% RO kE & s
RETH 20, HEEEEN%Z D, HDLS LIFEHE
WHM L 2 RBHEBR &> 23 % 5 B2 Nasufi
(Nasu-Hakola disease) T®H %,

Nasu 75 134555 S B F8EE O IR B 23
[ DOIRHIEHT 2R VIR L, AR IZ RN BRI
fao 7 B EFEF B L T, FricomEEfEL LT
19704 18E 1. “Membranous lipodystrophy Nasu”
ERIEBLI:Z LAY %, 74 >~ 7 >~ F @ Hakola
BFDFE UEE %R 1 FRICHRXE L THEL T4,
P AREBUR DARITREHIC e > Tw b, D,
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TNFEEFEB DA & U CHREEER 0 S IR DR &
2T 55ES, RAOKE Nasufm~\» ) 2 BBEBEZ O
DESZFEL 2, ZORBTIEZ2S OIEMHRBICE
BREREDZ L (membranous lipodystrophy) #34: U
L2 EDRHETHY, —FEORBMHHETETH 50
REMEDEEFH SN T XD I L TWw 5, i, 5
TR T COEBOKRRNEHN EEFETH
D, ZOHLEEE R S T T 025 Ol IR
2T BRI Z S0 L EERERAE T L 1o, HRZHZ
OHHEMIEEZRICARINIMERETH Y, it
R % & ORREAMHEE I RS LT Wi Il E
PTEDHY EHA, L2UEINE WS FEHEDHD S
HMOEIBAFT > THT, 1Fl0ADHRECHES
DM TR BB R R HEL S NI B3 727272
2R T 5 DHTT, BREOFMARFEFHICITZ S
L7c5BER D -7 L E2 XX VD TL & 90

by SABFEOKA 2R TS, HU Nasuji e %
DOBHEETH % HDLS 32 OFINOHTEL G55
NTW3, WHHAHFTORZ TEd D T AN, FHFEMHE
SRHMERITRD A v 5 L B RS A, THES S TlX
HYFEXAD,
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R
Membranous lipodystrophy, Whip2FFEREICOWT, FELEFRRE A2 H0IC
—(EMNTRREEh, EMNKFIINL—TI12LY), HERISEATEE—
G YLRERE - BRARRER BERIEZ
A D RFEZ (BX - BES)

I. EC®IC

Membranous lipodystrophy IZ'EHiZ1Z U &3 %
5 ORI, RFERCEERZESEC S L L
LI HEZEERE L 2, e BP—RE ol
BT, R T TEINTHRR I N, HAREILERT
FAEBIR B T2 08, FHCE IR EEIE B
Bauiig, BINKRET NV — 7 THEBSEATZEET
b5, WRPAHALERIL, 1) HUELMEN%
nizZ &, 2) BIRMFPEE CRFD RS
FEL D, lipopigment OHBFFE AR M7 O it
BhotzZ k, IR UEITE TeEREORE DY,
FfkFETeEfENSE G ciTbniz2 e, 3) BN
RFELETORY A, BEINE (BEE), HG4E
b8 E RESH), R (R L okME
W TEZ L, 4) BEOFRERPKIILI: 2 &
R ED, WFENERLICEBE L TET NS,

EFIAHE B (BMRFHELRZ, HwmE
FHE) OEZBEOEE 2, AR O & Fulc
Ko TUT272—ANTHHDT, FERICED S & -»
IS, FINKFEICB T 2 LIFOMFEREOE %
AL, FIZ DHBIT - g D W T OFEAER
DHT, XEMEENTOREVERBRIZDOWTDAIET
%o

I, FERBARDER

19584F, fEREARIOFILII265H 1, HRFHT,
BEERAAL % 5 2 BE OEREARIC O W THRA
B2 consultation U7z, $EE D FF P75 FE EEAR %
B3 2 EREEY S RE S, Zh %2 HFEIE multi-
ple Membrano-zystose & FECUF, FFILVIC L D 19614
WA RHER SIS B LTI TRES Nz, T ODfE
Bl R follow up 4, REEWCRGER (B - €
A AFEIE) DHEFT L, 114 O TIEAMRREIC THE
T L7, SFINFHE s #hEk 2 BRHETEARR T
HO, BIRMEEEERE, BUsicky, bk KR
H, KBS DT 2SR EgEIs Tbh, &
D CHANCIRER S iz,

19704, BRZH « Bt « SFIL « M5 512 & D mem-
brano-cystic lipodystrophy & {KFRE 41, Z59[H B
RHEERSICHR I NI, TOMFETIE, Rz Z
DR VEREICOWT, FEAHEFEORRMNE
FCE IR S iz, 19714 I AR ZE 5213 membranous
lipodystrophy (BEMEAEE Y A b a7 4 — 1 70
MLD &Wg9) Land, FERL, FEOREPESHTE
s (13, 14), Z OB B E A E
FL % 2 membranocystic lesion & 7% & 1, A
TE R R E &5 2 o T, AREEIL LN, B

13 Membranous Lipodystrophy (SF[lI « AFZERE]), A EEEEZZET 55 Xp e B FIRRKEOH LS55,
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14 membranous lipodystrophy (5Ll « AP o [ EZENE & B BEO 7710 70 E AR O IEZE R 2,

HEWEIR CE O FMEREIGE & 20 ) > VEE LN,
BUIDIEBER S S 70 ST Wiz,

—H19B4LEE M S 7 4 > T > F T b AR B AR
HODEXNTWDEH, THhIFEOEBREND D H
FREEAN IR & 2 v IXARHERERR R 1 BRI
NRO LN, ELIMEORFE 2> T Lt h
TWwiz, Hakola, Jarvi 5935KHA & L TREBEAE %
FZTWwlz, HREJERE THE SN TV IEETH
%o

FEHIRFNFEZRDOIITIFEL REYHE AR
L7co SBRHEICEIRERFOL 2D 05> Tn7cd
T, WAL EEREREOBEHZEOIEE 22T 5 2 L1
o lz. HERKEIX, FBZESY membranous lipodys-
trophy & dnds L7 HiiE (BRALEZ 2D X S 1cdm
HOFITHENT W) 1ZOWT, FTBORR LY
FERRRZS CIGRZA OWFFe 2 L TB D, —fIcE# L v
A () B, £bdEoth (E5E% |
BRI FZBECT) 2Tk oT2, £z, AVEHEIC
TEW 721525 —~ 1%, membranous lipodystrophy @
BRSO RBRIERTH D, BIEN F b 7o { ERF
ABINIZRF L 72D T, FIRE2EOWIE S 51 EHk < 2
0Tz,

TEERE L CKEMEERRE TICHEALT, F
TN R 52 7 IR FE RO MR A D VR 2 B o T2 S HE R I3 R
bl Bipolz, (DHIZZ DYIHIEBROEAR % RE
LT, RTHBOBRZIRMENICELO [EREE
ml ety (FR1, 15, [BOMEBEISR]
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F1 BHEOEYE I L 3 BEIFIMHRZ O FEERI AL

BE5 ke REmE JRZSTERK
1. HIRNBESHE (‘Eif)
{# r o= v + 44+

R RERVE +

2. BTHERAHEBAL SR (BT HRIGAEAR)
)y - ¥ +
5 i3 +
ETN3I K= +
R = v ++
7 =V v -
720 w I w B NI VRV —
ez 7 4 >~ —

WEoTTERZEMHIHLT,) LIES LT, #
T2 AR UTE R & 35 U IR B MR A O 1RSI ER
BITH 22 ol

A, "EERMYERE OERAIER

19764E, HAD BIEDH X OEBE 13k B 2 & 15
ity TEBEERMEE) ORT, PRI X BEEBRY
B RERMEIE O F AR T, B RENR AR S
BT 2 2l Lic, ZITEBELERBETY R
SV EROWEERET Lo T, mANIHERT
LY R= > OEENTIHD -, EHOYR= > ZH
2L, MY VRO ACHELRY, HEASY
RV BHANIZD, BAEDER Lz, $THHD
HASR, SESESLHOY K= 2HREL, BEOTE
PITVEEEPRE S (B - /T OPREIC»RD
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P15 WO EER © RAEL TSI ER S, §2 B8~ 12 A%, 2 OBRMEEY) 2 HEL,

A HERf, B BRI

CONTROL

K16 FRYKN= &5 (FE) EBRIC X 2 BRESYRA  WEChERER (+), &I BREEY) T
FhTwb, A FEBEH, B :Sudan black Bt @FEYIR), C i HEHE ONF 7 4 YY),
D : Sudan black B#sft, E : HEE (037 7 4 »YIR © ER ORI IZEH) o

DRI ZE L 7z,

FEEBRNHE Y R = > 2 RKRICHE 2 BlEEL (1
A~ 8 A A ¥ TRRIIBIZ | ¥ K= ¥ I3 MEEREE
FErB I IOIMEZFAZEL, LIFUIFRROHIZEE
e U, o THREER - 72), 1E1%100% 1
membranous lipodystrophy & [El#% D BERRSE Y 53T
&2 ZESHIALEO (R16), S D & D5 7 R
D3E 5 NI BRI ISR OB R & () E Y e fER %
21208, OB Ltk RO RE s
HUZ: (B8 BEOBEBEIIRE & AEFRIEE T,
FRIR © i SR & IR OMRR L FRORRES, TR A e
HAERZBI DINEE) o
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B. &% - B TRE S W ER

—77, 19758 AR &3 MBITRIC, Wb IFHERE
N PESE RO PR 2 08 BT MR G AEABC 28 © T v 2 B
RERGI 2 ARE S WG Lie (K17), R T1977
FICHH SRR FEREICHE Y, BRERMERES KT
MeMAHRRIC E - B 2 kiE L, E£HSD OO
PR R R S A o b Z E R KR LI, Z
D & 9 I MR ZS 13 membranous lipodystrohy
DA c oz D ECTw D 2 EPHSNITR 5Tz, %
ZTHRAMW NI A & JR RS & v S 5 TR
WA UM &% 2 €, EERZ MY membranocystic
degeneration &5 L7z,
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P17 B IERRRICFEA T B IRERN AL (IR E D | B SER) o

CENIN-LIKE MIOMEST TN CARTILAGE

B18 WRE A ICFEE T 2 EEEY, A D RIEEREH (ceroid-like pigment), B : Giemsa #ff
(XZ 74 YIR), C—E [ ik O LE =T EAESY) (s~ RoKb R o n
%)

Ty

v | 2 L A7 e, N
e o Ay e RS e e B
RS, % Sudan IVEE BT (" I @ o NH_'.-.._

BA19  FRRFEBNC BB AP FEAE U 7o R R AL
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LERER] T, BASTHTUT O AESER S B 86 AR
B LUK T ORMAZHEBICETL, £ DE»ERIEE
HEWG#, #LBE, W, HEMZRA L, s
IR 2R AR A2 O, 131 1 E O AR
MR TLUIRAREIIREE 2R 2 b D L, B3R
JHERR D 308 AR TR & 1 % BERIRAEEDY) L 1o K
&Nz ‘B - IEHIBIIC A & I 5 AT IERZ b 3
FEMNCFER S WERIRE S iz oy, i b5, ik
R RAE L TEN 2 2 BINE L7 (X18), Zhid
BRERAED & 58 E TR UBREEY) T, R IR
X v, ceroid-like pigment in cartilage'® & L CEEIZ
WHgesE SN Tz, YIRS EDIE & 1358
L TWwihrolz,

- fEEIRT, BRSO BEERERZE (X
19) AR 6T 2 e, 4005REI D G HR = iR
L2261 (5.5%) WEERIMERE ZF R L7z (400
FEG B, BB AR, TR, MR, BEEEP, &
@AM, FLEREIHHG, SHEHRHE) YRR,
NE - FEETH L AREM R b FE UL OME R TTo
Too FERIIFEEGNHEZEIITRE 25 <, FlMmITLE
RiZbTzo T 20, BAZEZWEAN D 5, FAHD

(LB & BB A PREES S 2Z v, BRI FEL T2
EFIOFEREREA L LTI, AHIERY >3 EN% <,
FTHAMY Y MEAIR R IC S v», FERRE L
T, WERICHV S NHEEAICA T o4 FORE
YT E 2, BIBFEICFEE U IESNC I3RS
D% <, WERBORI & U TIRIGHEBROZEME, FHic
BEZEE 2 o T 20I03%»potz, o DREIX
FERfkOZEM e L TE LB LEFEZoh, Ih%
FERRN D 2 W IZ R FRAE T OEERIMRZ & 3 5 7%
51X, membranous lipodystrophy (EZIF) TlIA
TR DIRRAHAR 1 R O AMEICHIRLL T L n
5 ENTE S,
C. XA THRR LIEANHEE (F2, X20)
XERISMERMEEED AT <, JRE, KR, BEst
BEOHMEEE, L L TEEE2LEFE L, FREYN
MR 2N 1, 19294E D Abrikossoff'®iz & % lipo-
phagen Granulome & L Tk & W 7- EEICARE &
bz dbonED 5, 19394E 0 Hass', 19514F
Hartroft™ 90 &> @ ceroid BE¥IE 1 b R EY) 23
W 5N B, 1954888 1121% lipogranuloma % 2 D
WWARBIL, BERENASNS D% atypical lipo-

# 2 Membranous Lipodystrophy ¥ RUAHT O A EY) & Ceroid 12 B3 2 a4

T WwEH e R RS OEHE  ceroid DATR

1929  Abrikossoff  lipophagen Granulome + —

1939  Hass membrane formation + B DOMEHEH
(BT Y bR TIREFEAFER) ceroid & IR

1941  Lillie ceroid D - +

1942  Hartroft ceroid-like substance + +

” ceroid-like pigment in atheroma + +

1954  Horie atypical granuloma + —

1956  Arnold lupus erythematosus profundus + —

1957  =FIl membranous lipodystrophy Ok + -

1968 Levine ceroid FIE & L T — +
(AR i)

1969 Zeman neuronal ceroid-lipofuscinosis D% — +

.

. A
i

K20 SCHREE CTHREUEFEY, 42 Hass BRI %2 TV E v b ETCEA LERK L 72 BER:EY),
i1 ; Hartroft ®\> 2 hyaloceroid, 74 ; Hartroft ®V>3 interceroid,
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granuloma EFrL, ZOHE L CHE S NI EHEIZ
bEEESE RO 5 b, % 7219564ED Arnold?
12 & % lupus erythematosus profundus 89 % &
FOBERHIC O RNRERICEL T 2O RMT I EnT
&b, FIAKBHICK S L, KENREELBEOMNEIC B
U2 EREYEEk a4 FEERTWI e v
(OTHR 2 DEFERES T DEMFES) s D & 5 IR
JERRRZ I 2 S FEEDSEI S N TWIRETH 5
Z EDMEI S e (BRI D KEN R B D B &
DOFM R EITo72)0 ZHEDT =8 Do 72D
PIITTHERTH %, D, 1978FHF DREFEETHR
HEGEDEERE 2 T2 EPNE (T—~ kL
ROTFE) LTy, Fr 2 NZABERITSEIC E&E
SECHW, ZEEORENFEE DD D, membranous
lipodystropby OHFFEIZ b FHY 2 KE % FH b & CTIHW 72,
MLD OWH5e i3k #RHR %, #BRSrlEd, TG
FAeFREHR S L OHFIE L L TiThbh Tz,

19775125 ST, 19784 4 H OHPEZR DEE
$Rk45 % membronous lipodystrophy ICEFH § 3 Z &
PRESI NIz, BEINKHEIZ3IVAHEY TH-o T,
L 2 b BRZAEEZ 13 HIFER AR O B H D ZIT 2 i)
HTWDT, FHELE, BLULEZICY, HES
SESIMURTI %2 5T THER R S, Ik TOW
FETHER TR SRR LR T —ZICE Sz 5T
wolz, HIFOMEIHEE%Z, T, Y% d 2,

(1) 4 FIEBIOFEMI R (HRF2ET 4 610 Ao
SEILB, BERB, (EKIFEHE] L KBS,

(2) B - BHRHEFO2ERE 2RI v 7 —
N R SENCFER, e, BETL, MERES
BN D 25 Loy, BREREEALB] & R
BRI H 2 2 L bRAS Tz,

(3) EMBEMIER @ b R= I & 2 EERIEEE R
JREIC DWW T, AR © H S HEID Y R =
FECIIRERFEMATE RO T, Kk
ML TN C e MRES N, 1EES, &
HIBIEZE T, SLIRIRADTER S D & & H3 B,
KEACHEA L7 SR AFT00FIA EIc DIE - 72,4

(4) FRFFEAESERIMERZ OGS (HTd) @ A% &
EREREGRICAE U 2 FERr SIS SR MR 22 D FE2E 51
DIVEE ERES B & USCHREE 5> & DFEBIINEE

(6) BEDHARDMT & B FERIME R AL D FHABAL 7 B FE
o222 L R ER A X FEBRAI TIERE X
15~150 um, BEEAEEYIDOE S 1 um, FERRER
BlE A X 220~200 gm, EOE S 1~ 8 um,

126

membranous lipodystrophy T i kK & &
20~1,500 um, BEDE S 1F 1 ~14 pgm T, RE
BTN G IZIZERIC LIS ARREIDRD 2 W IidE
R B9 2 EEE D S > Tz, 2ib
DFEE, FEFRFFEMF], membranous lipodystrophy
BT B RS O v T ORBMEE IR 1,
WINBIF LA EBEUDOFRZR Uz, BIZAEL
FHNZCM (Zauak)Vh « X5 7 —)v) TiXH
HTEwPET, CMBRERMICH 2 EHBHL
7o EERAIIEZERIIERZS O IR S IR SN P 22
& membranous lipodystrophy 12 8 i % [6]% 22
IZDWT, O & AR LRI HLRES L 72
FEHRIE (100X Lo peke etasEft), wihd &
Htzw LEHOOEREERDH Y, FHERESR
TIIEPIGETDH 2, BHEEY) A EEBC 130
TR, 7k TKRES N, LESIEE - b -
BEHEAR (BRCIEEEAE1E) T, lipofuscin
X ceroid IWIEWIETH 2 Z Db o7z, K
25 I IRFIE & 5777 % B L 72 SR RlERE L A b oA AY
W) DESEERTH 57z Z EBNFEEFED -
7zo L L& DS Tk <, SN THER
7 S MESBES L, 7 IuAf Fiigine
FeRL7: (F21) (B KIAY R = #5526
A o
BB EDT =2 % 121 DEL ik « f&
ez,
1978 4 H, %< OFAR 2BV AA 2 1EEHRS
[ Membranous lipodystrophy (IBZEJK) @ 5 ¥ | 2
DRERTITON, KREICKEb o7z, ZOWEDRKE
W&, BESEIHARMSEYE2ZE I L,
F 7 R SRR,  ERRMRREY S Y VR
v v & (Leukodystrophy ; 5#) 802 O Rl F6EH
AN, BEREP NS OBHOBITIX, FE
EEBIIATA MMRE L TLTBHEZ2ME D05 72,
Leukodystrophy (HBEZMIE) OEEY YKy v A
Tix, AEZEDOFEFORE, Hakola 5D 7 NV —7T
TS B 2 1H2Y & 7z Sourander #AZ N ZEFHE X
NTHE sh, KE%Z NASU disease & M2 & %
‘ESNI,
TEEHERD, W OLDORMROME (T »
HY, GIEFEHEEITo T2,
(1) MREZERIMERE - B | E & Tl D22k
2y, 2 REVEMEED > (72 3WED»). £z,
IR ORME, 2 KIZALD,
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h{.?'_ «:qu' ;? ‘-;’b,\‘ Aﬁ_—r’; F:"
,'.u:{‘. ﬁ-ﬂu" g A\ 2 ; ﬁoﬁ»,.
B . i LN e P 2 Y
P, TR P SRR,
e ) ) ‘:f L - 4

.

P21 KRV R=CRIRGICL 228M%7 S oA ME; B R A KERBEOT S o/ FIHE,
B Y 2 v Pk, C:IERKGEY Suf P (HE# M), D EBREEOBRIOE (UV ),

Lipofwecin. ceroid, smamross pigmes 80 2060 MOL oM ILFENRL

Coroid 4]
Amuwross | MEL
® & @ Lipstmein | (FUlL I | ATESR0 | ohLD)

Lipopigment o RS
ARge R R L N—RE
ForhdNoehrri (ahl-dmstaent) W + i -
Mulkery's hemofuscin P + + -]

Lipofuscin (%

Setemnel + %
Chirmm alusi hemaniylin + =

Ceroid i

Lewcnenalaifiine grevs e +

02 Nile blue (pld 1.0) - #
L
Sudan 11 & IV + +
Ol il & + i
Nife blaie sulfuse + | #
Hodam Black 1 it 1#
» lier 1AKOH hyntyin(I7 Gl + /
# alwr O (25 1) evinach (3 o)
Ll fanr e + +
Lirkermann-Schishs - -
Thagiman
L |
flakor's weid hematcin ¢ + -4
«  ofier pyvidis evirnc ¢ +
Ohamotu's mercwric sitme (11113 ¢ + #
/ it
e
t

I SRR E
I EEREFE S

= sl Iwuli Imlmlw f )
L)
Schidf s - - = =
rAs + + # [ ]
wrrylatn PAS - = v
nerrylation, deacerylation PAS + + Ht L
diavase digration FAY . + |
PAM | " i +
Akian blee (pH 25) = = = M
Toludin: il niachizeris - - = i
REhe
Sinbryttrim Schill R +
5 ¢ A 7 M
Do ! |
Tom-RRd
[ LT S T .Y AL
Arsn-Malbary L ™ *
FTAH - = =i+

422 Neuronal ceroid lipofuscinosis OFfAfALFAT R (HZ & VD fizH) 22,

(2) Wb X OBIREIZRI—HF o ARZEIZ R R (3) MWZ DORER ; IREAR RS L IEBREE I
EHXKETORERE» S, fERE L TIRERBEY (FEx OIMERFEB) 2D RBERTH> 72,
ELUTHERLED, i, RE 5 AR H 2 I, BREAAREIRUYE — Lipopigment — DIRET
BE L Tz, FRCTFILNIAIHUE BRI E L 5 5 (lipofuscin « ceroid « BAREME AL EY) « BIIREE(L
NHEETHY, RBEEETEZShZLELTY PO PEREEY)E)

720 BCHZHIZIEERBMIR DR LRTIEL, KRIEERENEEBEHH O S 5 neuronal  ceroid -
WA AREZ T TOWSEOEREZHEE NI, lipofuscinosis D ¥LEY) X lipofuscin £ F 2 5T
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Lipopigment ¥ & OSHBIVE O 738 (%) 20

Frd o BRECRE, IRE - B - EOROETE - SEEREIMLEIC R

(stable, autofluorescent lipid-carbohydrate-protein complex)

A Hfa (fa3%) : Lipopigment (MDD D)
---lipofuscin Hfa 5

a lipofuscin

b ceroid ---ceroid JetaRGE

c  HERWEEE amaurosis pigment (4 subtype) ---lipofuscin, ceroid # a5
B M OYE | membranocystic lesion (F & U THRIGHEAK 1C F4)
(Mt 72 L, lipopigment e ffifak)
a membranous lipodystrophy (GEHEHIREZS)

b FEERER MCL (RATHIHEZ)
c  SEE MCL

; DEMAE, B, B Efh

F 4 SR & MRS ORA W & 2 EEREE DRSS O

BAEIR Bz 2—4H 7H 14H 21H
20 +  K#EERGER (2 + ++ +++ +++
7o+ A UEEERG + ++ +++ +++
7o+ A PR + ++ +++ +++
2l + KEHEHS e - — + +
ARIMER+ KHAIERGRERE (Z51) + ++ +++ +++
myE  +  KEEEpES () + ++ ++ ++
BHIMER+ I3 + A B - + + +
1M + FAEA RIS - — + +
4l + Moljodol — ++ + 4+ T
7o+ @ (Ei) + + ++ ++
7o+ HEYR (I, fIFE) - - + +
7o+ ZYVxYr - — + +
7o+ AYEFZVUEYF - + + +

LIMOH (2> a—n)
SRIMER+ I

728, Zeman &2V EEM e BTSE & e, BRI R BE
RIS E £ & », “neuronal
cinosis” L@ L, TOMHEAM % FERL 72, [Har-
troft 5190 ceroid LD FEER Pearse’® D ceroid
% 1t %) »3lipofuscin TH % £ W I K3, B X
Levine &279349E % ceroid storage disease & FEA T
WELIZ R EDPS, MARIFAKOYE L WS FH
Z2 /T, neuronal ceroid-lipofuscinosis & x4 L 7z |
LELLTWw 3,

—77, lipofuscin & ceroid &9 % & 2 /7 3 BBk
TholzZ dr s, KiE% “ceroldiE” » % Wi
“lipofuscinosis” EFER N7 ED3EB D, HFRCHEEH
BELL Tz, 19293013 membranous lipodys-
trophy (IBZER) 1< B W CTHELT 2 S 5
¥ ceroid EMEIENT 2 £ H B DT, MLD D JEfE
HE3EY) & lipofuscin + ceroid « BPNEVE T EI LS Y5
WZOWT, MfMbFER RN 21To 72 (K22),

ceroid - lipofus-
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MEHERIE, Wi b » R VENLYE (BREE
BhHY, IBE, ¥, oI ERECEER) ThD
23, FHBMEFRNIC T s RAaESELR D, 28R
RLHMETHD L ®RIAL 7z, fi€ 5 T, neuronal
ceroid-lipofuscinosis L& RITBNEOR ETH
SERETHD, %I, lipopigment &EHMYE % %
hEnHME LT, B2z ATHELE (R
3)3%,
V. EhnREEYEREER
i . EREEY Y E LR 6 TA U 5 ATRElE

B L R ORET
ML Fk

(1) Itz - 7o KEIIRSIE (3 HRG)
(IMAEN TR % #i%%)
Meds B s & IRERRIEEY) O 7 1
DL RS

(2) In vitro 5Bk (GUEBRE P TIRIERK)
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ey

23 MAetEEIIREEEEIC 35 U 2 O | BOMEBEEI %R, BB T A ktufite (HE 3
), B RPER, C;HRIE OXF7 71 UIR), T L OREZR T EREEY)

(HE 311 & HRHED o

M}
a, &iEfEh
© AEPRIGHHRR @ K (12 ABGE LEEL
7z R W5 ERR)
DR Gorfiee e B W AR
| RRZERE D RN
gyl (Fsal)
YR (T~ « FIAE)
Moljodol
R
A rZVEY N
b, Im¥E (2 BREBE 2L D)
ol
FRIMER
=HIEZN
Iy
D R HENEN & MRy & % R EBVE R B L A
74 K77 A ETREG UBEERREEY O
TEBGERE % AR IR 1 BlEE,
(H%HE, HE, LFB, Sudan #ffh)
FERAER (F4) LFED
1. RENRMGIEIC B T 2 EEIREEE Y 3k E .00
BOEEICAFFE L T\ %28, Ik & MBI BT 2

CNONCNONS)

® 0006

Jitk
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2.

MALZ bbb oD, £z, e (MK ST
% & RE W EAROBAMEI B ICHEBLL, BX
WO, BREAREGME L 20 GRIMEREE R ¥
W SRS B T 5 (X23),

HERENT, MRS L &MEIE CIRG T2 2 &
I & D BRSO S Lz, FRC AR
g <2 Moljodol & FRIMEK & DIRE TIHFFHET %, K
DOHRIEHEHEERENL D O B GE 7205,
ERN 2 R ERA &3S TR > Tws (K24,
25), (EEGRESA 1 O MMM M L 7z etk %
REE NI FFE U 72 52BR)

PR &Y, s T 2 EERRAEEY I3 E &
L CHEIRCE ©BESEYE L IS L PREGINT
YiE LR s THOHEMBEES L LTINS
b rBbn, WEOEREEKICES L T2 A6
MW2E z sz, R D% ¥k %~ lipopig-
ment R RS IR T 205, SEWE OHE TR
M) 1tk dbFEZOND,

FEo#EE S 5, membranous lipodystrophy 12
BT 3 BIEfIMHREEICOWT S, BHEICE 2 Hiin
LSRN 2t (X26), REBENTH
HEOURESMERTE 5 2 Lo, fEEREEZ L
L7z 2 RINZALTH 2 lReEniFE 2 511 %,
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B25 BB NERSEYIFRSEER | 14H~21H CEMRSERGRIEEY 2 o, LB @ KRG,

B D BREDE, TE S IElR,

V. Membranous Lipodystrophy (MLD) i/ Z
DIRET & EERHIBNIRZE
1. membranous lipodystrophy (BRZEHI) 1251 2
PR ERARAR G CHT &N R o 4300
JifE=> X 5 AP RER S DBFT R AN K D v 5
nizoTiEEST 2 (®27),
(1) BHEOMEFAMEXFERCIARL, ~EYT
D CUWEDRD SN D,
(2) < BIEToOMEMES REERmS 220 H

130

.

AYASN
(3) HE o ImE F B < i ki o — B 1 13 corpora
amylacea 23 ® TEICHAH L T 5,
U Lo R TEREEMZAO AR 2 RE T % b
Dbz,
2. VR=RERSIC X 2 RGHHBRL
A, MR T
B YIRRE (2.5~3kg)
#R=> :Saponin weiss rein (Art, 7685),
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P26 REREEHE  EBERE E iz f S €T F ARE M 2R 3 TR & IERREE DT K | B O & 58
fREEYI R R o b, BRI+ € 5 F U HeE O B BERITINEE, TE | B DML,

27 BB IMERBER EA~TY TV UkE RHMEHINE) O D HE, £ BRE0),
R R T oM MERRE CREEED (HES ), T B & ; Corpora
amylacea ; f[MEEN (PAS #th), 44 WEFRH (BRI,
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[ R N & -
B28 O C K= v SRR DS & s NIRRRIRIS A, A © B,
B—D © BREIRIN & SRR DU

[29 FKRY K= ERESEERIC BT 2 KIMEEREHEERENYE DS,

Merck Mo kI RERE B L OREERE
BERE Y R=2EHNAEKTEHEREL [ % : Calcium acetate formalin (CAF)
(1.0 mg/ml)  RAEHFHRIZESH BXUH N TREE
¥ 5 & :1.5mg/kg Yu %5 7 4 IR HE, Azan-Mallory,
BRHT: D 7R F—NE I T Y — VIRESE PAS, LFB, Sudan black B
KRG D (ITOBRICRR 2 2L 3 PMEM) B. ZEEER
1. RE#gGHEEHE2EHORE&T, 1~84HMH (1) BRIV F AMICRERERENER S LT
5, RN ER L BI% Wiz, (2) 2 R EBMWET S a4 NENED 51
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720 Q) FHIC I EREZERIENE O S, /NENIZ
FERRE SRR Sz, 2 MLD SEF o &
FEfkRBTHY, BIHERELF 2 S5hiz, @)K
DOIRA&HE IR E CCB Y, [RIZER
TEDTTREMELH 2 &7z (K28), (5) HkEAR% I 13
BA S e il RS vy, BN E
DILEDBAEE Y Sz (K29), Ll by o
5 OEGHIFREEEEMBELC TV D 2 L2
EENTz,

VI. Membranous Lipodystrophy O#:+%

1.

membranous lipodystrophy (2 AT & & #L7- B
HEEY) 3R A b EEIEAR B VW TR o T4 L
TEY, BYERTYH, BBRENERICBLTHIE
BIATHET, MLD OFEEREIHEE (RO ARE)
EEWIE TE L,

ESERTIREE Y AR ZIRRE 20 &, BRI
REZRT b OWEBICHEEl 2SN Tn 5, BEiX
HEREOLBH Y, [EE - ¥ - EEPEEICHEE L2
BB NS R RE R LESERE EF 2 o

ZME, BRI ROBEREY bR s
%o

MBI E £ L i lipopigment (lipofuscin *
ceroid « BN HFILEYE) bV HEQIZD,
[EREEY) 3 A D b DD% 0,

JEREE ) |3 B SR AR Y FEBR TR RE A2
Z s, JREIENG LMK 2 F4 & LT [ HCHR
b¥iG] c LCEC R Z entfiEshb, &7z, HE
JARHAR B 4 U % IRZE MR 2R IZ TR AR O
ZHOFREDFHZ S b, »WI b REEBEH
HELHES NS,

membranous lipodystrophy GIBZER) DEIHRE

B ROEMEEESE C B O N E AT, BIXin
W e FMCAET B 2 EWHEE S h, AR
TEREEEA L L HE SN,

membranous lipodystrophy O iz A &5
JESERI MR AN (X B REZEREDYE 2 515,

membranous lipodystrophy OEZS 1, MHER
i & OFEERIGEZ (saponin #5) 25,
IMERIBEEIC L 2 Z L ROEZ SN D,

membranous lipodystrophy I3EfEAITTIE A
T35, JFERPLFHRERF OBHIRRQOER FE
HrEbhbd, TODIZiEVR= RS ERIT R
DTEREELN S,

il f:3
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HERDIHULIZ 72 > TITh Tz 3,

RHER

AHFFEFAEREIMTEE D T, BEFIEZ - 5H
LR O IR
HEEH (FEFE - FEER - Bril % - JEIIESS - b
PNUIESRAD) ORISR, #HiT) 2 TH:
2o iz, AWFRESCREARIENISE ORI 2 HE,

W7 N —7" (BSR L SFIUAIRE - FE A, THE
4y E

&, KR HHE—#R) OLFR

Job LCHD NI, BEEAICH < R L LU % 5,
X
1. SR : RS RE 2 Lo O B
D 2. HEESEE 351 626-626, 1961

2. BRE &, WIFFR, SFINIME, RS By
® leucodystrophy & £ & & & & ® myelo -
osteopathy % 4= U 72 membrano-cystic lipodys-
trophy (k) @ 1 HIERGI. REREEEKES
59[EIEERE S FDER « 10-13, 1970

3. Nasu T, Tsukahara Y, Terayama K: A lipid
metabolic disease-“membranous lipodystro-
phy”-an autopsy case demonstrating numer-
ous peculiar membrane structures composed
of compound lipid in bone and bone marrow
and various adipose tissues. Acta Path Jap 23 :
539-558, 1973

4. Hakola HPA : Neuropsychiatric and genetic
aspects of a new hereditary disease character-
ized by progressive dementia and lipomem-
branous polycystic osteodysplasia. Acta Psy-
chiatry Scand Suppl 232 : 1-173, 1972

5. Hakola HPA, Jarvi OH, Lauttamus LL,
Solonen KA, Sourander BJP, ja Villppula AH :
Polykistinen osteodysplasia liittyneena
demontoivaan hermostovaurioon—uusi per-
iytyva sairaus. Duodecim 90 : 106-124, 1974

6. Laasonen EM: Das Syndrom der polyzystis-
chen Osteodysplasie mit progressiver Demenz.
Fortschr Roentgenstr 122 : 313-316, 1975

7. BIERER  E@EEEse0RE . HFEEE 65
27-60, 1976

8. WMBEATF : U R= T & 2 EERIE BERRHERE O
WHge. HInZsEE 40 @ 100-171, 1977

9. BERIEZ, EHEEER, BAH B ¥yKR=rick
2 FEERIEREFERFNZE 2 B8 U 2 PR FIMER A O
Fed: & % OMMALFERIDIZE. FEEAHR 9 @ 152-
154, 1978
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11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

I.
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EHHEEER, BIRIEZ, ARE 3 - TeRi6EIc R

Keio J Med 3 : 215-225, 1954

BN AERR U e B R MR 2 O fB S . fEa 21. Arnold HL : Lupus erythematosus profundus.
i 9 : 155-156, 1978 AMA Arch Dermatol 73: 15-32, 1956
BRZE %, BEIRIEZ, BHEER, HHRR= K 22. EWEEER BRI E 5K E — Membra-
THERGRERR BB fu AT (IR 24 UK nous lipodystrophy (Nasu)—DEERAIRISE. 15
JEBR D 1 HIRRE. REEHRE 9 @ 25-31, 1977 INEEFE 26 : 460-489, 1978
HHEKR, KAEET, FHEH, HEFBT, 23. ABZH K . RPN B R EESE (membra-
MEER, MIREE, BOET K THBCA nous lipodystrophy) OfEH. HESEE 67 : 57
5 Fﬁ ZE M 9% 2 (membranocystic -98, 1978
lesion) (FRZE) 12O W T. HESEE 871 929- 24. Zeman W, Dyken P : Neuronal ceroid-lipofus-
932, 1977 cinosis (Batten’s disease): relationship to
BEIRIEZ, BEER, I8HE % QJE"F’i BH g amaurotic family idiocy ? Pediatrics 44 : 570-
RS 7 £ IR R 2 IS B R MR 22 = TR 72 ] 583, 1969
W, AR 9 - 151-152, 1978 25. Zeman W : Presidential address. Studies in the
Tsukahara Y and Nasu T: Ceroid-like pig- neuronal ceroid-lipofuscinosis. ] Neuropathol
ment in age changes of human cartilage. Acta Exp Neurol 33: 1-12, 1974
Path Jap 24 : 357-369, 1974 26. Pearce AGE: In Histochemistry, Theoretical
BERIEZ - BEEERMRZE ) B+ 2R and Applied 3rd Ed. pp294-380, 398-446, ] & A
TR I B & OTHRM b rImge . (BINESEE 27 Churchill London, 1968
78-100, 1979 27. Levine AS, Lemieux B, Brunning R, White JG,
Abrikossoff A: Ueber das Schicksal der Sharp HL, Stadlan E, Krivit W : Ceroid accu-
spontan auftretenden Fettgranulome (lipo- mulation in a patient with progressive neu-
phagen Granulome). Verh Dtsch Ges Pathol rological disease. Pediatrics 42 : 483-491, 1968
24 : 51-64,1929 28. PEVIET : REBLEC BT 57 70— AND
Hass GM: Membrane formation at lipoid— EEREE T O W T, EMNERE 29 : 509-526,
aquous interfaces in tissues. Arch Pathol 27 : 1981
15-24, 1939 29. BEIEZ, FEHLME R : Frif ceroid - lipofus-
Hartroft WS : In vitro and in vivo production cinosis (BEFE4hEAY) @ 1 Fpl—FIcEHY
of a ceroid-like substance from erythrocytes B OAMBALE R — . MRREESE 40 63-78,
and certain lipids. Science 113 : 673-674, 1951 1983
Hartroft WS : Pathogenesis and significance 30. BEIEZ, EHLIEF, FHHE K : Neuronal
or hemoceroid and hyaloceroid, two types of ceroid-lipofuscinosis — Lipopigment 8 X OV 4H
ceroidlike pigment found in human ather- P8, BEEERERZ ORBEFEAE—. 34
omatous lesions. J Gerontol 8 : 158-166, 1953 70 —XATADLATITOMES, B IF -
Horie K : Histologic studies on lipogranuloma. 1 99-140, 1994
HlREE
FADEY—NasufF & DIEE ~IEEFIEREDEERAIERL~

HIFEKY: EHEER

A

lFC®IC
HE—E,

%6 N/ YEeEn &, FNIK

EE— (FA - SR

FRF

V<7 - BEHENFD

A CHAEDTFE T O F S ERRAME 1 B % SR IAE

BT OBREDHIER & & BHERBERD Y 25 75D T,
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B30 REET ARE Bk
(EMARFLEER) (19155~19974)

WD T, URFDFTEEZ L TH LW EDBIEE W
Wiz, FAOSKEEBERERICHED 5 & & T & 1R
BT DEMREELL TH I 5 HE» SFURES
NTW3 IR REEL LB, HOFETIINIFE
WS ZETBIIERT LT,

AR (BRI E SRRERE) 352 FTH RS,
BEMRELERR, EFAARMSE AR, A
4 (F30) Sk, RILTYISO TRIB S L8
LWEBBER T, BRiZIR L3 225 ORRIHBC
JEERRIR 2 W U O3Bk 08 B i#E» & 7
% IREENO RS2 & XD NP 2 BB M 2 £ U 2 R
ThHoV Y, 2Dk, 74 >7> RNTHEEHOHR
E9%, IZIZFEEFYIC Hakola I X W FEERESNL TV S
Z AR LYY, EREREYIZ X Nasu-Hakola disease
EREIEILD Z ERZ W,

5 BEYER\ E 5 e S RT3 S
MERRZS X, ETEEMSIICIX, JRE 2B N
o TUIKITHE ST AN S S 2 SO R E RS
SRDLFIHA XM 7urY A XOBEAEET S
HWIRETH 5%, ETFHEMBBE THS 2% 5 7o
FERFEE (minute tubular structure) KT %
JERPCIE, Wh W 2 BALEREE 1XF80 S 1L Twhinn,

—77, ARG BRI O IEZE MR H3 K
GRS, B A, B &R OHREIC B
W H TR QIRIHBICEFERN TR H 20T 5
EWHHS DI 5T, ZDX D B—HOFEEN S,
KRR BOFREIEIANAT T, YREREBEETH > 7R
LBIF OBERIEZ AN, FEFFRNRZEEIIMRAL O
REFBRIER2HY T2 L o7z, LipLan
5, BEAE L e big, SFSEREWERT v b
RRAOETIWCEALLY LTS, BET 2REEME
B 21013ES oz, £ 25D, FE65EI H AR
FEMENTB VT, HWERFO B EMHERBER 3 & EHR
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& [BHA20ORE] OFEOFT, vy R=rz2Hv
72 EERA) B BERERE OITSE T, RN RrEAY 7 i3
JOMERZEMNE L T b 2 & 2R L 72919, ¥R R=>
T 2 BN REIIER 2R 2 e s, BHER
HERE D EERAIBTSZ I AT o FlVL S L TEB DY, L
DIMEFBEDKEIC bIHT s hTwniz, £ 2T,
Argano 5 DFEEICHERL TH R = > 2T 2 EE
ETolc b 25, AEE & FROEIEEIIMERZ O/F
W L7z,

I, YRZEEIC L 2ERERMEREDIES

A, EBGE D EBLUYIIHARO Y R =2 A
7o 3, HAIR L RERIMIRAEOMFRHICIEES T,
Merck ## & Sigma #H# OV K= EFHVL Z T
TET 2IREOIEENC X SR BE LTz, %9, Argano
DFFEIRE Y, EBAEKCER L2 K= (1.0
mg/ml) %2 HAFK R (2.5kg #itk) 121.5mg/kg ®
HETHE2 1, FF6 BIEEARL U RKERGER T
o7z, IXIFEPITHEERMRE 2 FKB I 5 2 L H
kB EHwikotz, LrLads, RKIEHRG TR, #
ME» S, HHLE T, BRLSRHHOREMREL T
FAEL, MRERMRAEOIERL: % BT % 1 3BD
THEETDH D Z EHBAL, v R=% 1 EKREL,
Z0tk, RFICKREBERL, HFEHSGFERL S
CICEFHEMSER 2R, B2 iTo7,

B. #5R:

a, #5146 K~ 3 H ; RAROBHETIE, FL
WEBEEIRIA D 5 1M, X 5 1E MBI ~ o HifnHs
WL 5, ZOR (1 H), BHEEEE RN
IR DREREREN I, /X 7 4 AEARTHIRIEYIE DS,
HEEICRD 5D, OV RGN I B
W, MIEERDIR, HEER, v IR O WS,
lipid-cytoplasmic interface €127 D BRICFED
5N, HEHEEWEO—HII/ VT 7 4 ERTHIRE
Yt TH % Sudan black BHREATHREEIND LI
%5,

b, #5%4~10H ; 4 HHEICX, FEIHHIE
L COREAREEIZMEE L, IZIZIEIHIIEA O/NEFDR
DREREBEYCEL Tw 2, 2 OB EY I
Azan-Mallory %405 Luxol fast blue Y4t CHEIZZ 4
L, [A=0D7 77| KBNS SBERL 7
BEREL T3 (H31), AP OB REHRC &,
BESEEISILIN Y, FRIC~ 7 07 7 — Y OBRIENE
HHEZ% 5T %,

c. #E5#14~30H ; 14HEIZIE, v 707 7 —
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M31 ¥ R=>1EKEE# 4 H (Luxol fast blue
) 1 I, REEHEOREHEE U TR
L% L, Azan-Mallory 3 {4 % Luxol fast
blue Y+ th CYL 1 & 1 5 /INEERDIR O AR E Y 23 3R
Dond (A), WILKERT, [H=07 77 ] ki
WEETRT (B),

BI32 R = G814 © CORIHIC R 2 LR~
rvua 7y —VhEkEE rERL Twb ERoh
LB EHMEMIEL SHETRD 5N B,

VA REREEY) 2 ER L, SHEM bR
HRonsd (K32), ZORMICK 2 &, BEEEY O
PP SRR A 2 148 5 BE B S v, SRR
fiA3 D %0, FE OTEIRZGEH 2SR 7« RIS =
2L, BRI REN 7 R MRZ IS T 5 3
Rond kowwnsd, 30HTIE, BEERMREZIZME
ez, MBEOMRMKIGEIEEA EHBL TV
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X33 Y AR= U EEH21~30H 1 Z ORIC e B R
FEEYIERROPriLEh S D BNEB & 2, RSEHZ
BRIG5> T < % (A5 21H, Luxol
fast blue Zuff), & 5IZFHOIDRISH S0 FETE
RigEr 2L, AR 2 EEREREE IS
TrEPEHONSL (B0H, B H-E#f, C;
Sudan black B #ff),

(X33),

d. BFEHEIC X 2 EEREREOBIE &1
SEEE CRIFIEIZE 2 5 20 5 b, ¥ BEME 8
AR ARSI & T T o T2,

YIHRZS C I BB OZE M, BIERE L L, 7
VY —NT VT E R - Ut R 3 Y A ZHEEL
I ThL, Fr=rvBb o THIH, M DOEH
BREFPTEENIbDTH -T2, HAOELICEW LG
BERRIAMIE O MR NI 28/ NERGRES B L, L
vz z o R L, RGO MRE & KRR
& OBRER, lipid-cytoplasmic interface 12 K/NAR
ORI ERMNERPIEE I TS (F
34), HFHEHEBE TROONE [H=DT 7 7]
WG ICHY T 2 b0 LT L 7., 2o OfvNAe
FNREICIRE T 2 AN, oIz elE L, BHELY
AL T [ BokiEE  (honeycomb) | #2 L, A
B i3l Ak U 7 PN B YR S s B D 0,
EEE, EERSTHENRTYS, ZORHICR 2 &,
AROIEMHINE L L COEIImEIckbiiTn b,
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X34  PEEERIMERAOVIAG (ERTE FIEMEE S E) | 2N LRI O BT & iR & 0B
WCRER e K& SOIMUNERIBPTER SN T WS, BIBURT [H=07 77 ] KRG cHS T2 (A
#5454 H) o B ICHIIN TIRER & OB RSN EEEESEYI SRS s hTwd (B &5%7H),

W2 2 RN 2 U NER o U E RS SR s h, FRBEE CEI s hTw3 (A),
2 WD ARSI DB R b S s 2B 2B A CThEb B ICED 5D (B),

BEBIAALIREC 2 5 L, SEEBEmMSInC b HEE
Rt DSHERR S % 2 E T E 7o, BTHMERR
T, BEERIHORRTHE T2 2 ENTE T,
JEZERI IR & HEEE 3 5 ORI S 7 [ AR 7 — B Dy
BT 2D TRHICA DA TR S iz
foe U 7o B O/ INZE R 7 o UG IR E 20 & 72 B
IR TH 5 (F35), HFBEME L~V O FERHLE
AR LV, TR D 2, AERESE = 2
L, ZOBE&REF VA4 X»hsI70ryH A4 XET
K2 Tholze T ORHIEIRIEEY) X ZITN O I 1%
RS T, IZIFEEAANCESI L, —ETIEERA
PRzl Cwa L b2 BB I Nz, ZOE
WSS O/MINC 3 E R EBER S h, BIEGHE
RLAD SN, HS P ICHIFIIMEEY CTH 2 2 &2
oz, FEBRNCAESLL 7o PR MERA 13 B F MR
VAL THIVERD Z N £ D7 & b IBREFINCIZE
—Tdh 2 WL 721,

., bh4Ic

No. 2, 2014

FAZ19734F 3 HICEMKRZEZ I 2 3258, R K
9 2 bR AEREOMEII:E, 4 A SITKE
B & LT, BRESEDIRERZD S LRl
AR TR LT &, ARMNEDIE I v Ewno o
WREFHL TA T2y, BRZER RS 75 IR ZE N R AL
DIEELE WS T —< 2 WelZnwiz 2 T, ZDH%OFL
DR RKRELSFE L L REDRVLDOND %,
WHNEELT R—, 7=V, HEST 74,
VN—=E EV B WS LFEYE 2 RROEEH KL T
HALTHTD, Wb 2 NIEERRZ LR S iz 3,
HIYE T 2REZICIIE EEmRETH - 72,

Z iz, 1976458650 HARE SR (i)
T O BIERESE AR BUR OE RS [ re
DOFRH ] OFHICIIEEN Th ol P R=0 %
FA V> 72 BRI B BERHERE OFFFer T, BRZERR R
BN MRAE 2 RWE L7z 2 & 2k b R 2#]
WS N, Ui, N5, IR L WIER
ELTRMIE N, SN TWIZERRLTWS,
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MAERNR S T, FEY K= OBRE51C X 2 EBRIC
B #AIH, Merck OV K= %25 Z & T,
LD EEMRE 2 FR S 2 etk s L 512
otz WFHMZ L 2B NENA 7O N T T 4 =T
FANRIZEZH, BT b—R - TNVA—=ADENIC
REZEDVRD SIS, EOERIIARIETHD %
FTH 5,

HORFBERFR OV FE RN ENIE EHBAT &
T2Dh, X770 0D, BIRSSE OB H
SlbliFWVwz, TOBbLIT» 1 FERY TERELE LD
Lotz 2 eix, BRFOFINKFEFERE iy
BEOIRE ok, FEHERLE, Bl FhEs
DOEYITELZ ZIHREDEBTH Y, WU THoaRE
BhHolLBEZRVICbrrboT, HHICERZ
STV 2 L BRI Z v, 197844 H
DE6TIE H ARE T iR e TOIRAESEDE-EHRE LY,
LN, HEFEDT A 77— D—DTh 5 KBk
KRR (RLBEIRE) TPFEINTWz, fifEd»
FESSVETE >/ LRREL TWw 523, IRAELEDTR
Wi T [ E S AE (membranous lipodys-
trophy) ORE| WEHF SNz, TOBRDIREES
F TOE B I3 1EEHR S O I BRI & e 3
HOEET 5 2 Loz, ARSI 20 5D
5ZENTEIIED, TOBRDORKERIZZEEZST
Wb,

FER B RFEFE AR, HRO%R4: T OWIT,
LEGIOIVERCEBET 2 2 e TE, ZThZThim
W95 ENTERY, HBRERIKEAIRERIC,
Hakola &7 & AP 8 O AR T8 T D ILFEHTFE D
Bz WIelRwlzZ en¥3d 50, OV AR ABH
KoV TWwic, BIKTH 2 FINKFEFE THEER
HE & OB TR T & WV S F 7z 2 Him» S HO
BERICHS D TENT WD Z b SE# L,
SHROFREIMFT 5 DTT,

X Bk

1. HBZH %%, HEFEWG, SFILFIR, = K
® leukodystrophy & 4 & £ 4 & ® myelo -
osteopathy %4 U7z membrano-cystic lipodys-
trophy (f#FR) @ 1 HIBRGI. 55910 3R 5T B £
F&E08E pp 10-13, 1970

2. B % vwb®w? “membranous lipodystro-
phy” (BEMEAEESFRERE) . BEFEOHOH 79 :
679-680, 1971
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