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L) LI ENOEHTHA ) ERIIHRLTBY %
T BMEHZTZOEEEITT, 63X THEZNEOHK
BEGL, —EMOEFHRY Y a v TH 2 HERB
Wemis it v 7 — T HIZ 2 KT, SFRB0E3 AR T
BINKFEEZELZ LIV LT Lz, EBEMICHDS
SFF2ATEd LT, Ml H Y L & 925 A
RS HT A HAFZE, A UL & T B HEEE & 204F
DRICHEESTH) SN EETH 2 LR LTHY £
L72e &9 LEEZATHCE 82T AT, A
TIIRDEMNRFETRAZBH 2B REE TV
7,

I BRHOE=ZABANAR, #REARETIERL,
weEAMEZEELL

EENRIHER SN2 DIX19724TH Y, Zo—f
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T JEMTRF SN2 E0d, PIRHE & IZMEIE VA
RV VLETHL L, RLTARERTHEERTO
I REMEIC > TIIWITRWEE) T ETL .
ZOWELLE, BROLDOFBEIC IO VHAFE" &
W) B ORGSO E T Lz, W, BEARHAE
it & X & LT Handbook of Clinical Neurology
D—WD YY) =AW ZHNTBY TI25, ZOHKH
TR A AT A ISR OB E BIEL L X H &
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LTS E L7z M, INATZERT £ 72 13028 it
OIS 2 M & 3 B R M AR R, W
RS, WNKRFICH Y F L72A, ENKRZEESRIC
BUILF = NEHE LTIE, BIMKEEATE =N
O T L0 RAAEZNFINAR L7
19784 I HEBRA S 6 SEH T L7225, UKo 7N
DFPFITFH MM (professionality) % BilaIIZ 3 &
A2 AN 72 <, MRIA WERBISHIS T & % Eflids
HWA X=U Tl 2Ok, WEHBENE RO
A6 HE—, =, Z“NEFCTHSICHT L
THY, HE=NFHIKIEH & LREH 2 Z 0L T L7z,
7, ZOHIZZZL-E - KBoMEREHIE=
WEFDS Y &7 WA E NS AT 2 L BREBMNIT S
NTBHF L LALAOEHOEZANFHIIE, 29
L 72RO HEAT R N — FVIZBE) F L7z,
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Brown 1120 & kA Bl 0 JL i & SN 72 BB 1E
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B pHAREE SN2 VBRI A L TB 5T,
R et i 2 KB AR THD TR LTz X ) ZinlE
TYo TOBIADLEAFZHLERNBSE & M
EBICRER VL F L.

I REE7Z7IOA KKRUZ2—0/3F— (FAP)
BEIAEDHEESWN

5= R O T IS BRI A BE & Mk L T 5407
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Zh, INSBEZADERY O KERETIZIA D 5
WIS OLEZ T HOPHBRT L, $MBEHEIA
GEH ORI TR L WIEZEEE D KL, 2 ONEIN
PR IC B EEL LD H D F L. FEAERRI
Bofzled, HRFBTHALZI L S RVEBLIRE
DEFH S ADEEL D FAP TL7

FAH AR RO 19784F 9 H 124010 FAP /&
HSROFREERDF L2, COREEBESAZA
TR=ARA =N —%HZIAATEY T L7225, M2 AR
BEHEPHNR—A X = —HHEEAEICHY, Stokes-
Adams ZE/EZBHMNRE LTBY F L7z Stokes-Adams
Ve TS 2 B8 S A, ORMH HEREHITS,
Z ZITHREACR DM FEAED D b, BH S AR
L TEFY)HVIRETL2, SKIZFAEILAICE
TLT, b Lz, ZoHERICky, 6=
NEFCTIX FAP 02577 I a4 NikEZ o T8l
ByLHZEeNTEF LT

FAP 1319524E 2RV b # v @ C. Andrade 1428,
— R DRER RO E AR ENTOEERE, #
ErEgT7 I a4 F—2 2 & L CREOMREEEN
Wt L7z B OMGBE ) T3 (Brain 75:408-
427, 1952) 0 H AR TIZ19684E 12 LN K Z: D FEA BRI
A (HREARRF L ZHIZ) »5, REARETRRET O 2 5%
 KREOMREEANRE L THB Y (Arch Neurol 18:
593-602, 1968), 19724E121%, R. Andersson fit:A% 2
7 x—7 VAR FAP OBF A H 5 2 L 2 L
THBH 9 (Acta Med Scand 191 : 233-239, 1972),
[ U FAP KA DRI FAKPNERNIF TR H 5
L) 2N, HEKFERRFNFNI S S 7 R
A= (BROIRRRFEFBEZNFER) 125D,
HABR~NHRE SN TBY 9 (HARRERK 31 170-
182, 1973), AL oIz, [HBEOREELEE I
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KD SIHOLIMITE LT, HE»SBI I TE
7ol LORABYDHY T3, L LREFFRO FAP IZH
LTk, ToOMBRMEIZEIAPTLZ, FFIC
shooting ¥ 7213 burning pain & XN 5 & DR %
ORI LR OG &E A R ENTBY £ L7,
FAP O JEA I 7 o 5 3R RS A e 5 & 1 At
BT, BREAOBHRMEREE 2 FBRNCBIET L
ERIEFEAEDHY FRHATL. RIIHNEETICAER
L 72 E RIS A 5 1 7 3 — T X VA MR
BB T 2R L, FAP B TlXFMME S
R S EEICHE L TWwA Z e (Neurology 33:
1055-1058, 1983), ' AKMEAE KR D J5 18 s Rl e A e
DRRICT IO, FikEZ R LW L2t L E
L 72 (Neurology 32:1364-1368, 1982), * 7z, #*
BN AR T B e, REPRT0ibe, ZEiR
Gk (BT VT AE#FE Y v ¥ —HDOANBE), 11
SEKHTHRR A BE, JEA ST BE N ARE L 72 FAP &
BIADIRKRT — % —69%7r % £ LT, KEOMKE
FREAHE L ¥ L7z (Brain 110:315-337, 1987), 2
DT, REBTIEIRMMREEFTITMR T, O - &
lESE ONEZE OEEZ NG W &, R EO
MDD ERWMLE Lize T LZERIIZE
DB LRI, JUNRS: - REARZEOHITE 7 L —
ZI2& Y, FAP O#EFZWrFEMLInT L2
(Biochem Biophys Res Commun 125 : 636-642, 1984,
Neurology 36:298-301, 1986). [fRILL~DEIET
ZWOBEANIEFZOWNZHROE Lzds, BMKRE
DERZATHHFNZ ) LB AT 2
EREAWETH Y, HBEHNFHITFAPFREZT) 2
EDORLIZDLOLELLE L7

NV 7304 R=2AMROFEEZR/HIKE
UCSD N&g#

UCSD iCix, 7304 F—=Y AWEDOMERE TH
% George G. Glenner 1i-1:%% Alzheimer Brain Bank
BEALL, TN —IRBERD S L 7213
DOT7IuA FREH (ABR) OEMFENEIRONTE
ZEPIT->TBY F L7, FAIZ19864F 7 H T/
LT, SR, ML Fmkz L, AT
VI NA T = BEERNEAE T ST I 0 FOERT
THHZ XML E L7 (Lab Invest 57 : 446-
449, 1987, Lab Invest 60:113-122, 1989), F /=%
VIEMERE, RIEMET VY NA =IO OIREN S,
AN A B DG AT X D IZIRAET HIREST VY
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WA T —FOMMEALTH A Z L2 ML F L7z (Lab
Invest 61:133-137, 1989, Hum Pathol 21 : 1221-1226,
1990)0 TNHEDOTF—F —=HEGEL Y, TN Ag
<X —IHOWINTH D AP cascade HFEL. I, BILEIC
EoTEN T,

Glenner L& 2B AMICH AT N2 L
i, MREREELZELRXTHY, BHE~ENLTIE
WIFWnW" Lw) ZETL, F7z, KREE HAOH
RERBEOHE ) OEVIZEE, KETEEEICHFE
LTWThH—iis M TE MR RIEONS
EFEBKLE L7z, —F, EEETIE, BPNEZD
duty & LCilio 72 8EFEDF 2 — 5 —Th 5 &Rk
EIEEICHBLL &Y, #% “our Japanese son” &I
A T, UCSD IZ permanent position # 2t L T<
LEEbNT L. ARIZOHRELEBZMVEELEL
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Perlman’s Cardiac Emergency Building 288 > TH
D Ed,
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RO BIZTH o 7oHH RO RN, R WIEA
(BUUN R A2 BE 27300 o 7wl e %) \Chlisr & iRE %
ZFE Lize T2, W BERERE Y —
RIRALVBOMEDHEEL F L7z, FAP D#MIZT#
Wik & 2B IS - 72 IS, AV 2 —F VT
FAP BHOBRGHEE L LTSI N2 L
MY ¥ L7 (Clin Genet 40:242-246, 1991), FAP
TILEETREIOERLC—7 IV BEfR ) LR
BEZ7 YA A LF DR TEESN, ZoT7 30
A FEREASEHIZT7 I 04 FHlMMEE LCTibEL
$9, TOT7 I FHBREHDOHERNIZBIT %A%
FHIES 2% HIYT, REEETFIRBT W0 %2 5%
JFIZHLD B2 5 & v ) RIBZR BT,

FAP IZH3 2 BFRAIX, MEOFITE > TELIH
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GUTHERITFRRAIAREINATON D X H %) T L7
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DHEFTFRAL L V) BRZR XD F LA, &
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Dl % FENHEBEIZ M LT N7z 0hs, Bkt —
ATV TOTYANX=VIFRBAE Y 5 =2 HEMK
SR AFFREE — VBRI TR IR e T ek (B
WREWREEER) Tl BMEEEIROEME
XY RTOFERT S X ) REEE T L E o THA
WCHENTR Y, RIIRPIEE L —HITFED A by
7RIV AN, FAP IS T 2 B0 FERE L JLET 5
7eDIATE E L7ze TORE—IFE EZAR OB
PGB EZRET, 19934E11H30H 12 FAP B
SANDIENHAERF BRSO T, WYL F
L7z (Transplantion 60:301-303, 1995), 19994 2 H
28H 121, FRATE THERICHED SN2 ML —BIA 5
5 S A7 A TN R A7 R 2 BB kY g i e © FAP
BEIANHZAENT L7z, —HORERE I, AKE
B3 2 B O @ e 2 RIFE— (BLEN
BebkhE £ 0 b L EHEY v ¥ — BRI ) AT EIFRE
NS L Z L7 (Ann Intern Med 131 :592-595, 1999) o
% 72 OBENE % S 9 AE D93 H AR NEF =& T
FEERL, WRERENEZRS ST L (K1A),
FADTEAL ST RAL % 213 72 FAP B S A135244 T
HY, REAFHFIAFEZBEITBYET, TH L7

63



FAP BHE S ANOBHFIEREITH LT, FAIZ20124E12
HONEEEZZELTILAE (K2),

VI BRABRICFRTZEHFEGER BRAR ML
) > MiE & AT S HE

19954 5 HIZ# 7 > & = 7 ML A5 K C PR 2
B3 HWAE Y v vidE (CTLN-2) D255 1%
A3, HENDIFEEAD & 5 — IR~ R H 1912
ENF L7z, HRHEE,S, BHE S ASEARERAF
RTdHy, MmEHIIARNEIEL WL 05, 6
SHRICHNST 2 X ICE DR H Y F L, A%
SO JE T 19624F 12 R A AT 78 i 7 0 AR Tk
s, [ EERR A o 1 Hke) | &t L
THY T OFFFEEE 64 1 305-318, 1962). “HifiE
H L, SRR T A RAE S N Tw b L Ok
ThHY, RIS X 2 PEAIHIITHL L2 E
IKLTBY £§, TOBRARBIIIFMOIRET A 7V
HEHE L MEDITTONTWE L2228, AEIFI bary
KU 7R TH 5 citrin DKIBTH S LK% H
FIL ¥ L7 (Nat Genet 22:159-163, 1999), Z @
BUEZ IR ZR) LT, WA Tt &
f5iJm L F L7 (Transplantation 62 :1679-1684, 1996) o

ALY SV > IfE O REFRATIFFEE, BER SR
PR A AL o e R (BRI KA E#
%) LRUMRETBIEEESHLE o THEDHENTE
D, REHROMESWIIIERERFIIBIT B REY
A 7 VEERDOGHI DA KT LIz WAEIC L 2 EH
SADORMTE Y, BIKRFTIE, BT
CTIN-2EBEE#Z~NOFBHEEZRKD) S EF L, i
CTLN-2 8% O RRG & IF R O GHE R % KL E O
Mgk ~#HE L (J Neurol Neurosurg Psychiatry
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71:663-670, 2001), AFH3XIZ & D, CTLN-2D# &
B EBRICRRM SN D12 ) T L2 M
CTLN-2E# 121, &UELIFEZ KRR T 45
7 f9E75% ) (J Nut Sci Vitaminol 57 : 239-245, 2011),
IHERECRIET D 2 ESARBIIEOREL 25
Z & RRIFIEYCR (PRI AR %) & HHE i
BEBRPR RO A R L B MRS E MR
ike) AZEx ke, BUEIZEIRE L EWOMA LD
EAEREO TR E R -oTEY 5,

T B=AMOFRICHEL T, EEFIEMBOILSE
EF, ARZEHEDOBR

19984F 4 HIZ44 CHEME 2 HH) 2 Li2hy, &
PRI, WEHBEOF RS~ % BiRE T
L E L7ze BREHERMHE R BE T3/ iE R R O T
Wb sWkEfEY o2 —F U3 BIFshTB L
720 29 L2FFHAORT, WEBHEE & LT 2 4ERIG
B) U COR7BAZ T 2R 2 MO L 72 IEBLOZHFHT -
& L) LOMmMHED ) F Lz, ANEILREER
DITENIFEF L, BEFORIBIOCEIZ L DR L
TERCL, SCRHAEANSINI W E Lz REDRE
OB kR 5 &, HAYFED [HREORYE, FHRRFIC
bRV E L) LTREMREMEL LENH L0
TI2? | LOBRSHPROCEL, ZhP EOFBIEA
REOFN & TL7z. RIBEERDHZ NN CEIZTZ
WROVEWEZFRZLL) LT20E2%72DT, ZOH
3o TRE Lze AEIIEED TEHRMWIZAL
A ] OFE I E S, Thd o GHRRFE O
HAE 2GS R AR L LE L
720 Z LC20004:12, D 2sE T O EAR T AS
BE 2 ER I I i e~ PR S i E L7z

HIIZ R F L2 X512, WERBRNFOZHIE
R ETE, EEAE, BER NS
BERRIENEL) 2SI YS LTB Y, AR oM
ZLWIRRIZH ) £ L7z, FICHEBRSBZHEIII AL
SHHAPCT NG OIS 7T — T VA ER L TB Y
T U720 19994 3 HARIZ S — RO MBI 15y iy Edn®
BEIN, REOEIZEZZHIBTSI12H72), W
DNE BRG] 2 LT 5 Z i s g L7z
B NF OIS ETREBEE DS, B NECIIEBR SRS
T, FBWIIN—T DA N—= " E—NFANET
EORENLINTE Lo TNPEO—TL D, 6§
SR ORFERSEA (BHAE R RbER) &Y —
=T LB T N — TS E-NRANRE L L7,
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BIED = NELOIRHITIE, FRENEL & BN O
WIRFIHRDA6 © 4 TL72DT, EERE T IV — T 03
Tt L) TR AMEL L THRELE L,

EZNARHCII MR EEOHIE I N —THDHY, R
¥ - BRI IC B L 7m0 L ORI
HYFEL. FLROHEMTHZT IO F— T AR
FIIZV = F LT IV F=Y R L) FE A
HY, ZOFRTHNIBPFMOFELEE RO L8
TEXFEd, €2 THEZAROMENELAL O subspe-
cialty L LTU o ~F - BEWABFALZEICLEL
2o B3, 73I0A4 K=Y ZAWEOMETH Y, KIE
)Y FHEEOEMETH L EBRLEENREREE
O LBHERREEY v~ F vy ¥ —~RHIEZE 3
EARERERIBER), RO TEFETAE BLoW
WEEY = FRRR), FHAKEFENEFEL, A
HE (BIRRTFHREBER ) 7 < FHNFHBE) &
FUERF W BB ER R & REA 74 7 F K%
N, TEIBABIKRER S ¥ 74— FRE~NEHFEL
BAEDBENA Y v 7h4ivE Lze TEBHENIC
)= T - BRI OFEE &R LTV 5 BERPE D
AN L7

Wl HEHHIMAOHE, HEAFHIIEHOSEERK
FEDIRE & KER

B & CICHIERbED R 5 v 7I3HE, W%,
BHRO=ZDODHRBeHDLINT TN, KFEALLTH
DOFHI % 52T B DR ERDOA TS . RITHTORE
BT IuA F—3Y 2 LEEEREHNE O R 5%
WRE7ZL, WIREEEZ LT AH T, HOICEED R
WHIREZE R BOMIEICE T L L) L ERX T L7
A FAPIZHIFH7I04 NEKEHED dynamic

turn-over

AR D FAP B S AT, MEEENS | ALk
Eo7Ivf FRERPMRAICEDTHZ EACHBIL,
AR T EDPEREEE~HRE L L7z (Liver Transpl
14 :563-570, 2008) . [MIKEIZ - 274E 45111 01 H AN EE
FERMETRRLT, WREKEHEZRGSIAIL
72 (R1B)o 7 I 14 FEIERE T A% Mk $ g,
BEENCHEAE LT 27 301 FPERHET LV
FEIHFERW LB T L, COREILIIRET S
HIT, HRREETIE CHERIICEIRICL T d o 72 BRI
MEZHWTT I 0 MREAZ T L-E 25,
MR I AR b 7 ¥ A A LF Y8 EWS T LD,
BHZOT I 04 FIZBWTIEAREE 2R 4 2K
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ALT, TR (EER) b7 A4 LT v odla
B2 TWDBLZ DAY F L7 (Amyloid 20: 156~
163, 2013)o 7 I B A FILAE AT HERZE & 0% A
BB F L7205, 7 I8 4 FEEBEAAHEIACH T
HELTBY, BRRERICEVHELEBEIELZ L
NCTELRBIHEONZ L IKRERBEET L, &
9 L7z—H OIS KM IEEE DT 572 DTH
D, HOMBEERADHEISHOT I T A F— 3 A6
JEICBWT, ~REEIILLLEZLNT T, T8
OWBIEERAMNX, o Ty b E L,
B %&E/O7)EE (REM) 7IO01 -2

IS 9 BILFEEE

T I a4 F—3 20H Tl b ED T VR
i, fREZ a7 Y (amyloidogenic light
chain: AL) 730 K=Y A THY, ZOIRMEHRAIL
EAMIEERE T, AEBOTFRIE, MEsHE T
BAREARTHY T L72A, 19904ER D 12Rick
T, BE% HIEL THCOKRM MM Z OFH L
72ANT 7T Y REFHEREPHIGENE L. DA
] T 120034 12 AZ PH R 7 BE 2758 M ) i e C AR T8 23 Bl
IEE N (Amyloid 11:245-326, 2004), [El N ol i 7
NEPY L7z HEEWRHIBIT S AL 7 In =¥
ABHWORLIMHIEZ B TH Y, H O AR M
B OB ANZ Y725 TE, /DNERHFEE /N E—#
BCHEEEIRE 2 200 F Lo 208, IEEHE
KEIXAA T2 =y 270 M. Gertz L0 ZHHBM~
H¥EL, COEBORFOMEEZHRATE--TBY
o &HMEAL 7 30 F— ¥ 2ZBEOBHEIRIL250
YEBZTEY, HRANIB 2 AR5 B ORI 2 A H
EZENFELDTEY 3 (Intern Med 53 :403-412,
2014)
C REMMFBEHPEANCZHEELTNS

R VEHd 5 2% (familial Mediterranean fever :
FMF) &, ®EHO T &  Hpigii = o RIS A
THEMEMERMETH Y, WokTRROSE (FBrEh)
AAT IO F=Y ZOEMRELE LTI LHAMLNT
BY FT. BHMFHET 2L LRGN KE (s,
JaREse) HEREIRTH Y, KIENILTH S CRP B3
flizRL, 29 L72REAEHHIMICHBIL 9. 2003
A, SEE M, TR OWE D &3 30D
TS ABE L TR T Lz ROERIZIFER R —
F v METLZZZS, % H, KK & %% MEFV #{5F
DN HE =R T b, ZERMFAM ST, FMF
LM SNzl LoWEEZ T E Lz, 20kt
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BEY (BESART) B, REEEEIHLE %S
TEEN REFREZT, LI6HOBET—F —%
B2, HAANO FMF KRG L BnFER O
AP HER R ORBE LG R R L2 MELELE (
Rheumatol 36:1671-1676, 2009), T 7z, “FH214EE
10500 H AN AR ATHREL, NWRHSAREME %
BhHahF Lz (B1C). RIFZRIEBAE, RHEAXHIC
FlEfkAN, RHEOENO—BE L TaE» 555
DAL F R DI R TV S L9 TT,

D ZAM2EM (D) 7I0OA4 K= AOMHEER

IFIREERI TH S

WK ZE iR R NR O IREIZ TH 2 A
REREEDHESHZIZ, O [S4FTICRZZ LR
WE Y 7 ) §5Z LR RS, HOMICES RS
W, @ZFoEy sy LERALCIEEEREDS,
Lo DEHOPICERELESW], @ 20y 2
Lz ez =ERAES, TRERETERVWER
WREW] BH Y F5 MRS IEIRET ISk
RO L VB SO BHE SANCDE D, WITHER
LaXWEDHZTY, RiZdsE, WTOEELRT
Fi e B L 72 Tom B A FRAEERE S B L £ L7
COBEEANNTOAEIZE B ABREXHH Y L
72, BIUERIZZ L, Lhxa—, MY rF T IAa
IRXYLT IO F—Y AdSEbhE L7z, TS
TR T 7- /MR CIE b S Y A A LF VBT I 0
1 FOWREVBRONFTE LD, T UVAYALFViE
ZTOERIIDH ) FHATL, FAER NSV 2AH A
LFriko7Iaf FiEETHY, BAEGNET
I F=Y ZOBMICED F L7224, AREEETFR
BREGEEOSZMONTWIERAT L. ZOHM
RNT2HOHEMLRBEHSIAZRBELC, [EANE
7 I a4 F— 2 2OWFRERIFIOBERITT 5T
BAEEBNECTH L | ZL 2T A X IT% D F L7
C O, BERBE B L o LFIE T
Y5 v A% FE® (Hum Pathol 42:1785-1791, 2011),
A TIEREE 2R G E F O TNE L
(Amyloid 23 : 58-63, 2016)
BANEEHET I 0L F—=2 20O 7 VY A
R EIFEN LT & CHEDE L, FE DL
W7 3IuAf FOERLT, OEEEETSeEd, =
O EAE FREERE OB CRAL, fi73uf F
WCTHBTH I LR TENETHRIRELYHE ST
¥
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X ZFEEE [+EHmT] ORE, NasumEDHR

FAOWIZEIET I u A F— A, BRI
TH Y, MEAROTETH MR REBEOTE
ARG ENTEFHATLRE, TEHio T
ZZODEHBEETH Y, HISREENOBIEVER
INNZEMERE (SCA) BB SAZTIEICBEL, /2
RSB T 2 To TR T— 7 —%ER/ L
TWwZ L7z (J Hum Genet 49:610-616, 2004) . X & 12
Br7z-72 SCA DR EL A L C, HMPTE L oxf
HHiTBH) e LTwE Lz, —F, BB
RGN R R BALRE (FALS) O KRERDAF
169 5 2 &5, BB OREFHR AL SHPI L T
BYF L7z (BARME 19 :91-97, 1979). LHL
? FALS F5% O AR -5 & Aeis B i 2o
WTIEFADLTOIRET Lz, RAITHENFLZ B &
FAHERME LT, HOOEMEPIZZ OFEIZHREE D
F72 e EZTED T Lize 2 THERD S AiEmIE
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