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LIENFMEING. —F, 7I04 FEEREDRITICBWTIE, ZOMEEAEISRHNEZL WL I L)
HWL, BEERNICBOTHBREAOMGZHIETHhE, 7304 FILERENHETLZ WO oz,

VORI TEOERIZI D T I u Al F—2 RIEFH R MAIK L LINb ) 20h 5. T2 TREDMR
WZEEE L THBIEREINEA SN T, FAPSCTEIMRBEILD 2 RRICESTWAS.

ZFZCARETIIMBERERET 27 I 04 F—3 AORERE, FHE BHEOEEEICOWTEEMERITHZ LT
W72 2T L7z ARARENRED HEZHRICK LS Z L 2P > T 5.

201749 H
B MR A I w2 v & —
wHE B

IETF UV ALANILVELUHEREICOWVNT
IVF AL RV EHERREIZMinds ICHEMR L TBY, ZOMEIXTIO@ED

IVF VA - LNVOSGH

I YAFXFTA9 27 - LE2—/RCTOAY TF1) VR

II 12l LS > 7 2 LIlbiRERIC L 5

I 5 ¥ 2LHBGRERIC X %
IVa  HrEEmMmige (20— MFgE)
IVb AT ATSE CREGI RATSE, BEITRTSE)

V. RHEEgE GEBIHESE R — & - v —X)

VI BETFT—=57IEOh%w, EMEBERERRHEMERMAOER

HEFERE D 5344

A BRORHEEMRILH ), 7)) L) mdEv oS

B BB DH Y, 175 X9B0O5N5

Cl BRI WD, 179 LB HNb

C2 BRI R, 179 LHBD 52w

D D B VX FEZRTRENRRDS DY, [ThRVEIED LN

fFREAE Vol 35 No.1 (2018)
44



FRHERYAREHE © 7 I I A F— A

PEHSE-E
i W s (KRB R £ > 5 —)

I FIVAHALFURIRERET IOl FRY) =2 —a3F—
Ml BB (EMNRFEERERRAENE, Vo ~<F - BEGRNED

I Y A94 LFVRIET 304 FMAHEMEY S a4 K- 2
I OKER (REAKA2 R R AR BRI RE 7 X 1 A4 N — 2 2RI S 5E)
TA WM (REA KRB B2 7E B A e P R 200 )

T AGel BIEHEMT I uAf FAEY) =2 —a/5F—
KM IR (FIMKRFENA F X T4 A VITSERT)

IV fEru7) VM7 I uf Fo2—a8F—
H IRz (EAREHRENE)

V BARNT Y ZAHA LF T I0L K= ATBIT 2 MREIR
R el (REACR AR A A RE R
BH HEHE (RARFARFAB A AT A N R 2220 B

VI 7 384 7Y EASF—
JOF = (SRR FRFBE IR AR SR RN - MM (RRENRLY))
WHEC (R k)

VII FPHEEGEREE 7 IO F—2 2
W E— (EMKFEFEBI b it v & —)

fiFREHE Vol 35 No.1 (2018)
45



FRHERYAREHE © 7 I I A F— A

PREERAREIEH - 7 I F—T A

B %
I SR ALFOBRRERT7IOCRNRY Z2—0ONF— IV &E/O07) B@EM7IO0 N 2—0ONF—
[EQbE Y Lol
1. REESE 1. HASE
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I FIZABALFUBKEE7IOARNRYZ2—0/N
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IZL&IC

NG UAFAVLF URIREET 304 FRY) =2 —a/8F—
(transthyretin releted familial amyloid polyneuropathy : ATTR-
FAP) 13, WMLBEEORVWEEET ITf F=Y 2 THD. RET
ek, A TIIEFILRAEAIL 2 & OERH O AIAEAET B H 25K
BEZZ N TV, BEEEIC L) HASENBEPFLET S
CENWSIR Y, WAEBKHADSAH L TWE. AR TIXATTR-
FAP ORZHERY R IHIE 2 BT 5.

1. REHS

ATTR-FAPIX, b5 Y A% A LF > (transthyretin: TTR) &%
TOERZFEE T 5HGEEAEROREERRTH LY, NEF4
HHOT7I0A F=Y A THY), BREEHUL K= 2 —1/8F—,
HA R, FAREE G, Ok, MR, PR 7 &
DEHRIERDHEA G AGDLETIET 528 LFLdb=a—n
INF—HEIEIRE 2 2 LIRS T, L TIE [EIEEATTRY I 1
4 F—3 A (hereditary ATTR amyloidosis) | & IFFFR$ % 2 & A%
"ENTNDBY

2. RIEWF & iREE
TTR#EZTERICE Y, TTRMEAMEAARZZENL, WmEfk)
OFEEEL - MBS EAT S EICL Y ATTR Y I 04 FHETH
BENLY. BRENZT I oA FEMENEHICHET LI LI2XD
Rt E 2 & 729, TTRIZEICHFCEA SN, Mg IcHmsh
5. IREPRAMREDAOT I T4 Fid, ZolhTTRICHKET 5.

Table 1 TTR3E(= 1 & RO AR

=77, PRI OIS & RIE) 1S3 5 7 I B4 FidIR#G#E T
FEAE SN O TTRIC, BRAKKICILE T 57 I 04 Fidighi L
BRI ATEL L2 TTRICHIR S 5.

3. BRERAEIR & 22HT

H#FEHIZ BT 5 ATTR-FAP IE, 20~40/% M CRIET S Z L 2%
, BELZEHROEERORERE AT 5. MR 72 small fiber
neuropathy D% 2 L, W ELAEN IZBEE S L4 sk &L B
F L HARMERREE (R, TH, WL & o b B A RE
R, RS, PERESE, BERE) 2SHD. MEEIHER S
LT, HREANOT I a4 Fika I X 20 TR M B, O
(REREEDOHEE D . —J, JHERHIC B 5 ATTR-FAPIX, %
KDB0RUBEORMIBIETDH ), REEFHSL L TLRVEAELS
W, RIEEITEORY) = 2 —a X F =D EIERTH 528, ALK
EREIZHY 2T, SREREZROL NS, T, B
EEE D SR OLEBG IR ETH L. BETERDS AT
&Y, 7304 FOHE RNEKE? 34 K=Y A, FHRE
JERERE % Ik L T 585803 % (Table 1).

ATTR-FAP OZWiI21Z, Lk LFRRERICIZ, #ik~07 3
O A Nk & TTRE(E T AR OO 3B LETH 5. TTRIE
fZFI2iE, S F T2 130 DL oo BB I PEZS B Asifi iy S T
W5, AFICBVTHR L BEOE W TTREE T OERIZVIOM (p.
V50M) Td h, ATTR-FAPEHZ DK THPALZRAFL TV
T I FiLEORWICISMEAERSLETH Y, JERERE T IR
TALEREE, BEIEAE, O E e Thbhs. ZohT, &
B A7 D R U AR il 7 BERE R TR & 8+ iR Bk s
MREBAL & L CHRICHERR S B,

&M%

s 7 B
TTR T2 5 wim

fii %

THESIE - EWERREAROERIBOR R
EERIZITIT100% (GEIE 7% RKIEE)
TG B AR 12 B 3 A 2 JiRR I P e s

T I a4 F

V30M (p.-V50M) KU = o SF—

ISR B AR
R | SRR DAL O R AR

RERIFIEIAR Y ASEIER] D Tl )
BV LR 1 H AL 72 20 o
H AR IR FL i e

D38A (p.D58A)
S501 (p.S701)

g Io s
S50R (p.STOR) FIRKLT 3 A K

V12218, 77U HRT A HAD3.0%~3.9%0% LT 5 EHREZNTWDEA,
HARTIIIEFICHTH L. AIBICBIT 2.000E% & 72 LA WEN A TICTIZD38A,

T60A (p.TSOA) L S501, S50R, T60A 72 L5 % .
V122l (p.V142D)

. — R N1 L BB ik, L W, X O
D18G (p.D38G) e L W7 I F7 2 FA4F =12 & o BEOHRMEREIR, Bt Bitlze, 5 L0

A25T (p. A45T)

73IuA4 F—Y R
Y114C (p.Y134C) 1=

BT 04 = RIS X DT S TR . RSO0 T S 1
£ F= Y AL AT 5.

1107V (p.I137V)

Y114H (p.Y134H) FREERH

THEIEGIECIIEL . TOBREHE= 2 — T = EOEGNOT I Ul F—Y A%
§ 5. Y114HOBRERIIIRIRERT, TABERRED SEMEROFHB E TITh %
D DR 2 ZF B B35 .

1) 1 HFETOEET, IS -3 F—, L7 384 F=3 A, I]R7 304 F=YA0MBI3 5. BRREIEA %) O —1N—F v THH D,
Bl ZIXVIOMERDEHTH->TD T I A FOFHENTIEIRE 22650 H 5.
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4. A&

1) REBIEEAEE

aRiEQ FTgHE (EHNSBE /3 KIERBE)

MADTTRIZZ DI & A LDWFIECTHELEE NS Z L5, 19904
W2 TATTR-FAPIZ 3 2 FBHIDSHA S, JFFRALC X ) 1
DOERTTRIBIED R IR T 5 2 LG S N67 RIETD
1993412 ATTR-FAP (2K § 2 IF B M2 R S, Z DIRIRII 24
WPEAFRE S T 55 Familial Amyloidotic Polyneuropathy
World Transplant Registry and Domino Liver Transplant Regis-
ter in Sweden (FAPWTR : http//www.fapwtr.org/) 12 X 7113,
20164EK F TIC AR T 2171 % O ATTR-FAP B (AR RS hi T
ENTVDS., RGO FHILTTR BT OBMEFIICEI )RR,
V3OMZ 2B A O 5AEATFEHRED82% TH 5 DIZH L, non-V30MZ
ROBHTEEI% LWEENTVEY. VIOMAEREZ AT 2 EHD
T HETIEF O T HITFFICHIFCH D 1Y, 50/ % B2 2 5 R
HOTHIIMMIICARTH D L SNTWE2Y B OMEIL B
X FATTR-FAP DB #EIROL#E % Fig. 11317

JFRERENZIL, AARER o IR & R R R A3 D, TSI
MBS ERTH 5. —T7, AFTIEMIE B F — 2RISR
LTHY, FAATTR-FAP I 2 HRALD B MboB BRI H

P YAYA LT URIFEEET I 04 FRY) Za—us8F— (ATTR-FAP) OiEH#HHER

NTHMWIAR 720, HABSEBMA Y 7 — 27 128 L THE
BORME T2 % ) O 2 LEEE L, FEEMICATTR-FAPIZH
T % BN T ORIEITF AL W HE 2 RSV Cw b, L L, K
304F 4 H 2 & IMSERF R A7y 8 B0 25 HE 0SS e B, ATTR-FAP &
B ORI EAEOR IR 2V M S5 AR TH 5. AKRE ST
BWOFF—0%t& LTIE, 60mMLLT O/, 6BELIN
DI F 7213 3BEELAN QWAL (BURE OBIRE), S §E 7 M7,
ATTR-FAPDO R & % 5 TTREETEREAL TRV L,
HIFS5N 5.

ATTR-FAP 2§ 5 BHI D T~ ¥ AL O 13 22 v
A, RIEEOBF R HENC X 5 &, HERHOEETERED VoM A
ATTR-FAPIZBWTC, B Z 2T 2 WHEORIED O O34 A7)
MAS10.64FE, 10FALFHAB6.1% TH - 72Dk L, IFEEHEE % fit
TLBEDL0EAFHIT100% TH o 2L E SN TwE Y, F
72, MBAEEORMBORBBEIC LY, BRI ESE L
o7 IuAd FESEAT 22 LW WHBRICRAE LT Iaf FiE
53 D HCZESETTR O JeE 25 LB AR TTR O HEE 05 H R 1S
BN 8 PSP oTWS. UEDX I ICHRRERED
WA & ATTR-FAP 23§ 2 IFBM O A AEIEH S 2 Th Y, 25
FLLEORBOERD SEIS &7z T EZE B TIIFEME 1T
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IO LN B[ ET v ALV, [BEIREB]. fHL, WL
BN X OMRHAE M E S TTR %2 R 5 728, kit b IR 7

304 F—Y AR - WIS 7 I 04 F— 3 237§ 51617
F72, BRI AR TTRAV RIS TA 2 812k, LT3
OAf F=Y AP TSN H LY S LIEENLETH .

bEELER ELHTVHTEIL 20mg) 1HT7EI, 1

TTRIZEH IR E UCHEERNICHEIEL TWA2S, TTRAT I 1
4 FRHEZ TR T 2121%, R S BRANOMREESLETH 5.
¥ 72, ATTR-FAP B CTld TTR#E 5 T2 L 0 R AR AR
RREERSTWDY, 22T, TTRMBHRICH A LLELs 2185 T
LA X 5 ATTR-FAP{HEOIIZEA D S5 1, tafamidis (¥ ¥
Frv®) BRI AN CITb e T v 7 ALIEBGRER O
B 5, tafamidis$%5-12 & O ATTR-FAP % 0 A #2552 0 5t
TEMEIT 5L, BLORBIREOIRIETH % modified BMI %
HERDLIEPWSNE RS TVB[ZE T VA LAN)UID|2 2, AF
2B 5 tafamidis DBISAEIX [ b T > A9 A LF VK HKRET 3 0
A FARY) = 2 — a8 F — QRSO T LaoTBY
KRR E 2 AT 542 TOATTR-FAP EE 5005 L %0 5
L. LaL, I v 7 2 bRBGRER 2V 1%, HEAYEAE 0 V30M 48 5
FHTHBEORAEWNBIATONTEY, EREEOHVEE CRT
A BB A B AE), non-V3OM R, HRHLGDEH T S
BRIEIEAEN. L TR,

PLEA S, FRBAO MBI 2% W ATTR-FAP #1125 W T,
tafamidis Z %53 5 2 & 20 5N AHEIREB]. Tafamidis D07
304 F—=Y X, IR7 304 F—Y &, B Rmis7 I af F—3
2T AEMERIAWTH B, 72, RIEEE ST B IHETHIC
B2 7 =535 <, RBIEBENOEGIIRO SN TRV,

cAEEG KFOE v h®8E (250mg) 288, 22 (FFPRAS,

RERERAS)

Diflunisal (FEE Y }*) 1Z, d <AL/ ST 5T 58
3£ (non-steroidal anti-inflammatory drugs : NSAIDs) C, 407
E DL ECULESEE LT S CTwb. Diflunisal b tafamidis & [A]
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ENTWVB[IZETF Y ALN)VID?. Diflunisal D EWIM 2 A 501 D
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ZIRAALT 220 IR B MO CEETH L. T2, AEOMH
ZY A2 &HT 2FRECH U CEUNCERIEHE T 2 L% 0 ), #
fZhy ) VIR E DML EETH S,

3 Bk

[COIE#R]
HERE FER @ 770K
X [98

1) Andrade C : A peculiar form of peripheral neuropathy; famil-
iar atypical generalized amyloidosis with special involve-
ment of the peripheral nerves. Brain 75 : 408-427, 1952

2) Ando Y, Coelho T, Berk JL et al : Guideline of transthyretin—
related hereditary amyloidosis for clinicians. Orphanet J
Rare Dis 8, 2013

3) Sekijima Y : Transthyretin (ATTR) amyloidosis :
spectrum, molecular pathogenesis and disease-modifying
treatments. J Neurol Neurosurg Psychiatry 86 : 1036-1043,
2015

4) Sipe JD, Benson MD, Buxbaum JN et al : Amyloid fibril pro-
teins and amyloidosis :

clinical

chemical identification and clinical
classification International Society of Amyloidosis 2016 No-
menclature Guidelines. Amyloid 23 : 209-213, 2016

5) Sekijima Y, Wiseman RL, Matteson J et al : The biological
and chemical basis for tissue-selective amyloid disease. Cell
121 : 73-85, 2005

6) Holmgren G, Ericzon BG, Groth CG et al : Clinical improve-
ment and amyloid regression after liver-transplantation in
hereditary transthyretin amyloidosis. Lancet 341 : 1113-

1116, 1993

fiFREHE Vol 35 No.1 (2018)

49



FRHERYAREHE © 7 I I A F— A

7) Holmgren G, Steen L, Ekstedt J et al : Biochemical effect of

8

9

10

11

12

13

14

15

16

17

18

19

20

21

22

=

=

=

)

~

=

f

N2

g

~

z

=

Nutd

~

~

liver transplantation in two Swedish patients with familial
amyloidotic polyneuropathy (FAP-met30). Clin Genet 40 :
242-246, 1991

Ikeda S, Takei Y, Yanagisawa N et al : Partial liver trans-
plantation from living donors in familial amyloid polyneur-
opathy. Amyloid 4 : 18-23, 1997

Takei Y, Ikeda S, Hashikura Y et al : Partial-liver transplan-
tation to treat familial amyloid polyneuropathy : Follow-up
of 11 patients. Ann Intern Med 131 : 592-595, 1999

Wilczek HE, Larsson M, Ericzon BG : Long-term data from
the Familial Amyloidotic Polyneuropathy World Transplant
Registry (FAPWTR). Amyloid 18(Suppl 1) : 193-195, 2011
Yamashita T, Ando Y, Okamoto S et al : Long-term survival
after liver transplantation in patients with familial amyloid
polyneuropathy. Neurology 78 : 637-643, 2012

Okamoto S, Wixner J, Obayashi K et al : Liver transplanta-
tion for familial amyloidotic polyneuropathy : impact on
Swedish patients’ survival. Liver Transpl 15 : 1229-1235,
2009

Okamoto S, Zhao Y, Lindqvist P et al : Development of cardi-
omyopathy after liver transplantation in Swedish hereditary
transthyretin amyloidosis (ATTR) patients. Amyloid 18 :
200-205, 2011

Tsuchiya A, Yazaki M, Kametani F et al : Marked regression
of abdominal fat amyloid in patients with familial amyloid
polyneuropathy during long-term follow-up after liver trans-
plantation. Liver Transpl 14 : 563-570, 2008
Tsuchiya-Suzuki A, Yazaki M, Sekijima Y et al : Steady turn-
over of amyloid fibril proteins in gastric mucosa after liver
transplantation in familial amyloid polyneuropathy. Amyloid
20 :236-243, 2013

Maia L, Magalhaes M, Freitas J et al : CNS Involvement in
V30M Transthyretin Amyloidosis : Clinical, Neuropathologi-
cal and Biochemical Findings. J Neurol Neurosurg Psychia-
try, 2014

Sekijima Y, Yazaki M, Oguchi K et al : Cerebral amyloid an-
giopathy in posttransplant patients with hereditary ATTR
amyloidosis. Neurology 87 : 773-781, 2016

Yazaki M, Tokuda T, Nakamura A et al : Cardiac amyloid
in patients with familial amyloid polyneuropathy consists
of abundant wild-type transthyretin. Biochem Biophys Res
Commun 274 : 702-706, 2000

Bulawa CE, Connelly S, Devit M et al : Tafamidis, a potent
and selective transthyretin kinetic stabilizer that inhibits
the amyloid cascade. Proc Natl Acad Sci U S A 109 : 9629-
9634, 2012

Coelho T, Maia LF, Martins da Silva A et al : Tafamidis for
transthyretin familial amyloid polyneuropathy : a random-
ized, controlled trial. Neurology 79 : 785-792, 2012

Coelho T, Maia LF, da Silva AM et al : Long-term effects of
tafamidis for the treatment of transthyretin familial amyloid
polyneuropathy. J Neurol 260 : 2802-2814, 2013

Berk JL, Suhr OB, Obici L et al : Repurposing diflunisal for
familial amyloid polyneuropathy : a randomized clinical trial.
JAMA 310 : 2658-2667, 2013

23) Sekijima Y, Tojo K, Morita H et al : Safety and efficacy of

long-term diflunisal administration in hereditary transthyr-
etin (ATTR) amyloidosis. Amyloid 22 : 79-83, 2015

fiFREHE Vol 35 No.1 (2018)

50



FRER e : 7304 F—¥ &

I FIZABALFRET7 IO NINEEEET
1K=

n

a

oI

BEW NS Y AF A LF Y7 384 F—3 X (hereditary ATTR
amyloidosis) 1%, WHEAREER{ATE D R MRERE E R H R
HEEL, PIYAFAVLFURKEET IS FRY =2 —uss
F— (familial amyloid polyneuropathy : ATTR-FAP) & L CHIS
NTWaY Lal, —HoBE AR, 2T RARRE
PR R, BNEERLMIN 2 & O AR AARRRERE & S L, TR BRI LR
2, 7EETHEL X ORELENOMERIZZEOT I 04 PO
EROL. ZOX) BREEHITATTRAK 7 I 0 4 FIEE (cere-
bral amyloid angiopathy : CAA)/i{#kiE7 I @ 4 F— 3 2 (cere-
bral leptomeningeal amyloidosis) & M:EH 52,

ARTIE, WRBICAH 2 K0 % W ATTR B CAAMKIEE 7 3 v A
F—=Y ZIZOWTHEH L, BAEZZ SN TWDIHEFRIIOVTHRRS.
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COFRBOT IO FRTTRERTH D Z LA onE ko

2) HIRMFEREEY HEGRMATTR7 IO -2

HIEMEATTR7 I 04 F—3Y AL, TTREIETERICL 24 8%
TIUA F=YRELTHSNTED, MRAMIZDOAFIZBNTY
TTRO30%EH (Fuvty ¥ /oS uxsF FTids0%kH)
DN VAR FF = ICHEH L 72 ATTRV30M (p.ATTRV50M)
W% Thsb. VIOMAENL, KRMEE, BEMRE O B 0
1L, Wr~o7Iuf FEEPTIARTH), HEE~DOT IO
A R IE w2, RIE~O7 I a4 Fikafe, BiE~o7 1o
A FkBFEALND Y L L, @BANEZR EOFMFEREEZ 2T %
Z LMD TENTH 5.

ATTR Bk 7 I 1o 4 F— 3 A&, L12P, D18G, A25T,
V30M (& € #H A& M), V30G, A36P, T49P, G53E, G5H3A,
G53R, F64S, T69H, Y1I4CHAERZ L IZB W THEI L TW
%5710 M S REA SN RAITTRIC X 2 W T ARIRE 2 SR T 3
A F=3 22503562 LdDHD70KEERKET I 04 F—
¥ A (familial oculoleptomeningeal amyloidosis), ¥ 7z, X4 1C
b7 304 Nk 2SR 55 729 familial meningocerebrovascular
amyloidosis & b XN T & 7z

3) ATTRE! CAA

ZO%, W7 Ia 4 F—Y ZARIMHINTEZY114CTIC B
WC, RGN BERIN B 1 22 & O HAKHESIEMRE DS S5, CAAD
WMEEFRL TV ENWOhE > TEREY

WIET 304 F—3 R & CAAE, A—N"—F v 7L7METH
5. YIUCEI DAL S, HERBET I 0 F—y 2MEHuh Sh
TV AR O PARAIRE I U CAADSE G- L T A ReEtE b £ 2
5N5. ATTREIKIET I 04 F— ¥ 20 P faEsE, 1REW
CAATH % ABHI CAADIERIEBICHED THML TEB Y, Zhllid
FRHRAEI I CAADTTER STV IR D B 5 18720

AAg 2

TTREE:
1.5 mg/dl

ME7IO(R—X

TTREE:
20 mg/dI

Fig. 1 ATTR Y114CTICAAIZHBITS, CAALHKET I uf F—
¥ ADFART

2. BRI LIREE

BIZMEATTR 7 S0 f F—=Y RiE, £ L TUFETEESNR
BITTR2S, & OMER, WMITEDA OIS L, ks
ZETERBTH 5270 BAITTR I RN O I
WCHEASNS. IET I8 A F—=Y REZOMREED? S EE SN
WRTTRAS, BBEICIEAE T2 Lk ) PiRERZ KT b oL
ZZHNTWA, YI4CHIZ B W T, WERIImZ k42 &%,
M O F TTR % i S & 2 A THRAZERL S AT A5 % &
L, ABRIE R0, FFRAROREITTRIZ X 2 HILE~D
T3IOA FREEPHRBICKRECHEL TR EEZLONTVS
(Fig. 1).

AR I BT, < QBETHEORMIME, S 5IHNE-ROIME I
ATTR7 I 04 FOLEZ#ED, TEOBIEIC X 5 MEREO —RE1k
(double barreling) %, MAFWIEDOZE K OPAZ%E, 7 I 04 K25
BHMEANI 35 £ 9 122 2 (dysphoric change) & A b i
5 (Fig. 2). M2 ®& L2ZTIR7 I uf FIc§ s~ 0
77— VML MAEREO R % 29 % ATTR B &A%, il A&
SN LD D

B R A RE O LA, MRIICBT AMEQMENSDOT F) =
72 (Gd) RO RS, Ik OCFMIKIEO M2, fiRiRIcs
B IMAEESEEITHEC X, RS ORI~ O TR A U Tw
5 LEZHNT S, MBI P o Bk A5 AR R S B R
CHG LTwL I EDTRIEESNT WA,

TR KB (B L 72 IR = oK & ki oAb x 252 60D
AONTED, KHHE LT, MEL BB 2 H o ki
R, 7 EFEERICBIT 2B OWNEEOFAELEE SN TV 5.

Jioi B2 7 M o LA IS B, /B 1L (cerebral microbleeds :
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Fig. 2 HIHk 0I5 B2 5L
SAEAT PR AE 1S TIETE L 72 43 ek D ATTR Y114C T CAA
. OWREL WM, MEEOMmME (KM 12, FWAT IoA
FibE 2B 72, —HoMmE Iz 7 I FOLANT X9 %4t
(dyshoric change) (%KH) b2 Shiz.

CMBs) 7%, MRI K OB O N CHER S LT 5. Y114CHIT
7 IO FOREDLWIERIZCMBsA3A SN Z L5, KIKL
BB B CAAIC LY, 15 o HE) iR R AME T L,
B~ O MLAT I AR AR 5 Z 22 & D, BRERIE o HilH)
BREALASA: T B W REE DG S i Twv 5.

A RERE % 23 2 @IETATTR 7 S 04 F— Y 2I2BW Uil
FTTRIEEIEZE LW EPMoNTwAb, YIT4CEI TTR I
V3OMB L Wi LT, 7IaAf FERESSVWI Mo TE
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TTRANHE SN CMHRESMMET 3 2 MiEESZE2 oM Twsb. &
72, REHEPBO TARRETH Y, WD S 0L OB
EHEOMEEMBEICI Y ZEXF Y - a5 F Yy — AR TULHE
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1) BRIRIEMR
A, EATEREAGE R, ZB 5 Bk, — s Pk R A B

Fig. 3 UHH GA#5R MRI FLAIR i {%
FRHAVE 70 E O AR % 2 L 72 L 72 ATTR Y114C R CAA B ¥
(467%, W), GARuE T MM E RO AT A S
A5, GAdBEUEHRER YIS FLAIREI§ 2 #3756 &, BEOMES S
BEE~ O G H 25D S 7z

(transient focal neurological episodes : TFNE), i 3% 71 fix i 1fiL,
SRR, RERESEME, GEBpICER, BRETEEERE, RMEREIL L, SR eh
MMEE A 9 4. BHImIE, WREET, FEEmEdE, FEH
Witk SRS, KBEE TR SO,

2) BERFTR

B ABRIEE, FSERINCIIERTH LA, BwmIctE- T
AT 5.

3) MRIFTR

MR BT 5 GAHRRh R (Gd T1HFIMR) 25ETHTRD b
L. W 0 BT b Gd B4 R0 12 FLATR W4 % 3
% &, MEROIME D S BEENO GAdIRIE 2R SN S (Fig. 3)7".

FINZ W3S GABEMRIV D THHTH 5. FEFI X
0 B2 OB O GARRAN AR S s (Fig. )2

MRI-T 2 = i 1 i {5 %2 AL 3 i 3 Wi {4 (susceptibility weighted
imaging : SWI) 12X 1), CMBsAHi S 5. AHED CMBs Ik
MR R, RET, BUR, /DRIZA SN, AR &L CMBs 44
LERBSTWD,

4) KEDOH

ATTR Y114C USRI BT R R 2 AT 205 + 5~
7, ki, wEE, REZZ EOMIBTHERE SN, EOMo% I
R, fakd, KRE, EE, £ ¥V7, hFF, NIH)=ITHES
NTns.

5) 2

B D mY R Z 2L, JRNAHO P MERSERE IS LT, A
RREZRES L Thb., SHMITHRRARER, FEE TP D BRZER
WL 7 & OERRIEBS, FKIREE, KAERE, BHEMRERZ E ol
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SR G 5R MRI T1 583 i {5

L5 Eik TARZELLATTR Y114C R CAA B (447%,
B, SHBEE FRE LB SRS B B B O 3 iR ) 5
(KHD) 2B 57z,

Fig. 4

RS BIEA D UL, BURIICAREAZ B89 . #ial
FRAIE D ST E IR B,

T73I0A K=Y ZOMESIIIIHBENREDSASTRTH 5.
FREZ W DAL & U CREEM RS BIRS NS 2 L b0, KR
FED XA REHET Iuf F—Y 2084, LIZLIE s (8,
TR, TUE) iR, JERENRN oA TRINTEETH 5. hAE
EADNTIRTH 5 2 & Z2MERT 5 123 i b A 2T b
L. AR, Tu T I 7 AFNEOFEICED, TL8TF— RO
EANS, L—Y—<A4270¥%{f+x7ar (laser microdissec-
tion : LMD) I2X )73 FEEIL, #fkruxbrs7-4 >
7 ARV R (LC-MS/MS) 2 X 27T, EFEAZMET

DOFREIZ B B G

HIENEE o TE7z UMk THARBZEMMLL, WERBW
WAL TW3.
MIEDFEEZ WL, TTREE TN T LY —27 2y AETIibh

L. Fl MIEZHE L THEETARICIVEEOLILLZER
TTR % 3 % matrix assisted laser desorption/ionization time
of flight mass spectrometry (MALDI-TOF-MS) 7 & 0% 5 550#7
LRI ENTWDS, Bk 7 I af F—T ABHEEL sy ¥ —
(http//www2.kuh.kumamoto-u.ac.jp/amyloidunit/) <, 1M K%
EENETIE, 2 S OKBEICH LAERSEET IOL F—Y R
OFRMBW I —E 2 %47 > T 5%,

4. 7BE

1) FF#4E (ZOHMFRERR)

WIZPEATTR 7 I B4 K= 21X LT, TTRIZ95% L AP
WOEAIND O, WA ZBEEE LTHELLTWS
A2 R IRAE A & D REA SN 5 B TTRIC X 2R 7 3
A F—=Y 22 WHITE L WzD, BEEATTR7 I8 F—=Y X
OFIMFHEREZ T 2 2 L IEREEE ZE 2 5N TE7 Lal,
Yamashita, Ando 5 (&, AFIZEMMZH T 5 Y114CHIZB W T,
AR 1E 3 & U TSRO BRI TTRIC X % CAAN B G- L
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Fig. 5 ATTR Y114CHI CAAFEE O B RSE

AL (A) &, FRAERE (D BT, FFBmEs 1) &
HBELCTHBICE» 5 7.

Bl BBiEE, FEMEE (D 2w, EFgMmEE I0)
&g L TR W[ 254 B 7.

THY, HEHICXY, BER0OWw®E (p<0.05) DA% ST, ik
IO RIE (p<0.05), WMo M EE, MmEERREO KD (p<
005), EATURME 2 O MBEERD ZHEL TV D
(eFr 2L~ [{HESEEB]) (Fig. 5)° ZofoZERIZHT
% HAEARIE B 2R3 2 PR ORI R ICO W T, e R TL
DIEFT VAWML DS, YI4CTIO T T ¥ Ah 51, M
ONERL O THHFEINL D, M TLMEIEH 5 L H
bbb, F 7z, familial amyloid polyneuropathy world transplant
registry (http//www.fapwtr.org) (X5 EHE7 I 04 F—2 2
FETLEMLTRCH L TC1BHOFBRM TR TS
[TEF ALY, JEEEC.

L2 L, Y114CH o CAAZKHS 2 IOz AL, VIOMEI DK
FREBE IR T 2 ZORP LKL TH->TBY, ToMcidt
SREEOLICREINLIRETH D, T2, YILCHIZBWT,
DRA % R O S TTRIC & 2 I BA % OB IR AT MR AR REAL T
LIEICR > TWwWA. ATTR V3OMBIZBWT D, HEBHi%ZENA
BB NT, CAAIC L B ERE A B9 5 2 LA I T
‘l 3 Z) 30, 31).

No. 1 (2018)


http://www2.kuh.kumamoto-u.ac.jp/amyloidunit/
http://www2.kuh.kumamoto-u.ac.jp/amyloidunit/
http://www2.kuh.kumamoto-u.ac.jp/amyloidunit/
http://www.fapwtr.org

FRHERYAREHE © 7 I I A F— A

2) TTRRE{LE

Tafamidis (¥ ¥ %% V%) 1%, TTR O MEAHEE % 280 LR
DRI ZB LT 52 8T, 7304 FIREZIHT 28572 L
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ZAHTIET I 04 FEMHTTR T119M & AR TTR O T 0 E&5H
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D‘Z) 34)'

3) KEBAEICK T 2> v > bl

Wil T & <, TR E KRR (CHML L 72 = oK & i o5k
LEET2H00bALON, ¥ r ¥ NPl (E-TRRERAT) Auh =
NTWB[IZETF Y ALNUY], [FESEEC™

BbH)IZ
ATTREICAA/BRIE T I 0 A4 F—2 ZAOFFREIZB L Tid, A0
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Oculoleptomeningeal

III AGelBZFEM7IOA KR Z 2 —0O/NF—

&I

AGel IEHEMET7 I 84 PR =2 —1/%F — (familial amyloid
polyneuropathy : FAP) &, 77 F V¥iEEHATH L7V ) ¥
A, T IO P L 7o CRilEERICILAE T 5 2 & TRAET 5 WY
EARENREET I U4 F—Y 2 TH 52 AGelHIFAPIE, A
TREDOLZABERID %, BRERME DKW, wkkNE
HMETH-TH, EBRICEFEZZRINEMIV Vb0 L]
bitsd. LALARAS, BHFRECERBRERZ 2352 000
FAR MR MALE 20 & OMMOMEREER & B SN TW 2 1 BEEAYE
{, WEZRIFTOREROIBIIIA S TIE R,

1. REBE

AGel BIFAPIX, 71 ¥ 5 ¥ bﬁﬁﬁ_m%ﬁﬁﬁtfkb
1969 4F 12 Meretoja l2 & 0, wANIZEHEDFE - |EFEINL TS
AEBOWBHRGIIE, B triashH Y, @m%%(ﬁﬁ%%ﬁ%
), @REZEL (B2RE otttz ) &, OB MR BRIk

T BARE L7 T ALNARERE S T B Y ARIB, FEIC $%%§
WIRIZLWFAPIE, b Y AL LTV (transthyretm TTR) #°
7IOA FEHEE R B DT, B RRLHMTHS.

2. AW LIRRE

19904E12, ARFEDHRED TN V) Vs o —HIEEE SRR L
fwé’&#%%#kéh.1W§M®TXA7#/M#7XA7
FUAFHRT BER (Aspl8TAsnZ ) DT I N3 ZhET
F x 3 TAspl8TTyr ZHAME SN, M 187FM DA OT 3/
MARL P SN TV AD, FRAYICIZ Asp187Asn 2 2 )SEHIIY
2%\, WYAAREE G TR O 720N T O A TRRIET 5.
AFBTIE, WHSAY19924F12, REFFROLEM BN 1A
JED—RRZE WG L72OPRITH YO, W TK A 131994412
13 ) BFRALER SIS, Wo—KREWRE LY. 2ok, &F
ZHTERERRVPBREIN TV BP0, FETERIEITRT
Aspl18TAsnZEROANT UIEEROAT, 74T FTHEHESINT
W ARERGRBERIIROD o T, RIFICB 2 BHK ALK
&, TTREFAPIZIARTIERINICA %, BRFETIE, AFICBW
THiGEEE7 I a4 F—=Y A THbH. YV ) VEIETEZDR
BEonNTa s 4 THITTIE, £ ORZTEBONTT ¥ £ 7HH
SRCENTEY, &5 REFEAGH I ICAGE AL, 2E
B WAL BB T DL - TR S FLHARABE L
T4y FABEONTBY 4 TIERE->TBY), Aspl8TAsn%

VA 15)

R WETH-TH, 74 /7/]\)\*%75‘%@%%:51:5?0)%7?(
T&i&( A THHICEZ o TERTHLLEERZ LN TS
. BRERIEIK £ 2HT
1) HIEEE

TR E AT H D, 405K A & 50 R IS T o BRI ke
JBRIE & I O REAE R CTHIET . £ 0%, BN OET R
HRFRHEIRAMD Y, FHW 2 FHZEH ﬁb%i%’&é(ﬁng
Y, IREREERE FIIE SN0, CIRERGEB I E 2 25 5
BEIMESNTVL rafﬁﬁﬂiﬁl?ﬁ% _waii, HERpIEE T
BIREREOAIIA LMY, EEERIZEE SN T2 T RelE

AR S Tz DU KRS Bk S, REBEEOMRT, KX
B OGS - WRIEO SN, FRALKFEOMTIZEETH - 725,
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HBRBIEA O FI R & HIT RS
A FIEIR T, WG, B - THEOEN T 23 5.
B W2, SHERIER b o S,

Fig. 1

T2, PHEEEHOASIFDME SN TV 12 GRS D,
TTRM FAP RS EBETH AP REOONE. HERHIFK AT,
720 Ry SRVAY YA 1WA SO N TE R 1)) s R Y 3 I
D5 EBFE ST L. HEHBEARTOA T I -V T IV #ug
BT, #TI-NT I VEAMBORT 20, HLE B E M
BEEZRTHIRTH > 728 IR EIC OV TEME ShTwd
AID AL CIEREE AR AR R B L BB DM S hTwa )

2) BBRE

BT E LT, WAk (waxy), B, WEEkE 20D, wb
W 5 cutis laxa (B il#RRE) 2MF#CH 2. BHIEF BT
<, PREAIRNIE & X WH e o C, BERRE, EORE EN
TASY, LIS D drooping (N FAYY)) LR NEEEL 25
(Fig. 1). FEMIIEHEL, HAEHRIDEHDLVLY

3) IRIRZE

BT, M TIRZEM (corneal lattice dystrophy) #% 72
W, (Fig. 2). OFMLOZONLHEL L TRRIMiEITE .
IR O 2> S AR SRS S s, N IRIEEIRTH 2
B, AR, hTALEET L. FARKEOK T2
AR AZRTILOH L. MEPLTBE Y JHLIBTELEAE N
DT, WEHINME TR S DS, WEPREICR 5 EBIPKT
L, BfA~O7 I FRE»SBRABZHETLI2HE60H 5.
TTREIFAPT7 I 04 FILAEDRD 5N T WA EFR S
. MR TIREMER, slit lamp FOBISCTRE S, &R
FEBF IR CETRE LB INDL Z L%,

4) DIRE

B % 70 R ORI RS & RBIRAFFAGIA LR EDFRED
G SN TS, BEORIBRERE LKL, OER—2Z
A =N —=DLREE R BBEBFEL, MIBG.LH ¥~ F T, O
NIBEAQ I AR R DB EATRIE ST 520,

5) JHILERER

7 I 04 FOHLERNOLE & BHEMEREE2 S, ML ED)
2580 SN, #OHIE T, WEE T, HMEBICRRICK %

Fig. 2 MABEIRENE
BEMWE 7 I a4 F—Y ZA TR SN2 AGel B FAP B ¥ ORI
519,

Slit Lamp {2 & 2% T, MEICHKFIREELZ20 2 (RH).

v G .
TS, Chig o o DY
a7 e 2 e x i A _

Fig. 3 ¥ OEAEMAL (Congo red §xfn)
BARIRAROICT 30 Pk R0k, OUGRIEESER RS
igt « FERIMLEARE s —ERSEA & U SRR L)

HAGRIRE L 2 DR T VI EDH SN ERT VDN,

6) BEE

ZL OBETHRIEORAREET A LITMONTEY S, #HET
#

BREENHE SR T2 L L, I4E BEEAWHOTET I 0
A F=3 ZABHEOPIZ, REBFEVPEONDL I EFRBREINTS
D1 METRELAIRLOBEDY VY ) VilfE T ERIE
Aspl187TAsn DT HEEATH - 7219 (Fig. 3)
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7) Z0ft

WAL T, AER,  FRICEEEIRRR ER O BT, Sicca iEMEHEAR
DIERZE B LERDSHE SN TEB Y 2, Sjdgren il & D HIH
EETHA.

4. BE

AIEN TS 2 BB RIY 2 BB . XN TB 5T, IUERS
FRRRERER TR U I HERRE B SN 5. F 72 IRIE T EAE RIS
LTI, HRBRZS 1Al 2 & IR RAVEHY GRS IThb s, RO
TR TH Y, LM PRIIEBRNRETH .

BhUIZ

BRI, INB@EEET7T IS F— 2Ll L7228, FEB
21, RN OL R MR EZ O 22012, BHITETuiwn
BEPFELZ—EHA2 0L TRENS. KEOBWEEE) #E 7
A0, HEHIERHE, [VEOENTHAEY, RETELZETHS
B, FAEFREIES TIE, BMMREREEOEN T ) 25H 72 %
WHEZE LBV EEISLETH .

[COIE#]
KIFIER 72U
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trophy of the cornea, progressive cranial neuropathy, skin
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5)
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WHFF, HAEREDP  REET 394 FR) =a—os
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HikE 32 : 826, 1992
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BOFIETE, RIFIEDE, BYHIEZIEA  ZKEWMET I e A FRY
Za—unNF—IVE (74 ¥ 52 FR) ORERREENHE.
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Akiya S, Nishio Y, Ibi K et al : Lattice corneal dystrophy type
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~

7

9

=

10)
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21
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23
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)
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IV &EJ/7O07VUCEBHET7 IO NZ2—-0ONF—

ELBHIC

TIOA F=Y RREHIEELTWL 7 IaA FOREIZAES
BEHIC Lo THgEsh, MEREZEZIHME LTI NI Y AH
A VFVICHETLATIR7 I 0 K=Y 2B L Mo TnwD
v 7Y YRR H RO (amyloid light-chain @ AL) 7 I 0 A
F=3 2V THHRIERZ R T L2220 ), FHARRNO T 3
04 FIESIC X DR 25EEY ZBRTE, K5I HRAS kR ok
K5 5.

1. REEE

AL7 304 FOREITER T 2 KMMREFRENALT7 I 0/ F
Z2—unRF—Thsb. ALT I 04 F—3 2345 RIFRICS
I, WA TIE7T I 0 Nk Th 2 8% a 7)) Vs
M#&HE LT F 72 3R ckii s s, AL7 I F=a—0
NF—F GO —ERE LTRON, ZOHEIL10-20% TH
230 WEMEE V. 19984E /T R b - & EERAE T, &tk
AL7 304 F—Y ZBREFEHIH 10 A LRI SN T2 60t
DEBEDR D L WH, 3058 CLLT O IR VAERE T D FIE S
%% 2004 AT b NIRRT A IS AT, 2att
AL7 304 F—Y ZAOHHERIFALI1005 A7z 6.1 AL g s
TWw59,

2. REEHF LR

EHEALT I 04 F— ¥ 2RO BRI X 5 2 5%0%
THIEA R R L T2 E L, 29 LRSI NN OBl A
FC7 \plasma cell dyscrasia \ZHER§ 2 JHFEHE & 205 b,
BEDOTHZ D, WHEEBICB W CTREB LML 5 L S5
a7 v OBRESKHMERFENTT I 04 FICELL Tk
T4, kBEAHOVTNOALT I 04 FOWBREHIZARD 5 5.

3. ERERAEWR & 2HT

fRER E LTI FHREEBER A 255 2 0% <, RICFLE -
MR O EERE 2 BRI LSRRt K on s, ALT7 I uA
K= 212 & 2 L IR I DRRIRTT WS O ATTR RIS A 7
30 FARY = 2—u/8F— (familial amyloid polyneuropathy :
FAP) L X <HML TV WUk GRS ) A oEs
SRPED LU - i e EORRE RS 2 TRk & LT, PRI
I, BBZE, e, A TR - R & o BHARE R
ZEBEICHE S . B A AR H AR B EOK T 2 & 7
L, LIZLIZHHROUIT E 0 5. M#EMENRETIEL 0 BH
THIEF I 2> & B 5 % 7R3 5 compound muscle action poten-
tial (CMAP) % sensory nerve action potential (SNAP) O F 23
Rons? F7:, ABMREEEZRIEYT S CVre AN AFIIKT LT
W5 I ENLn,

AL7 304 Fo2—unF—o3hiE, $IFRERO
WEHELFRSF v I THIENOHTEL. BEREENIIMNED
CIRENERUR, FHTIROMER, HRESRE - B - S o T ihins
BEEARECTLILRAONEHRTH S ERIoRMo 7 3 a4
F=YZATHROLNDD, EYHALT I 04 F— 3 AT dHED
AL7 I 04 FOPKITEHFEEINT, DErPREND LR
BIRLOA S, LTI — ETOLERE - REOME, OO -
5 (granular sparkling pattern), NFIEAYR S5 & JFIE K< ALP

% Bt

[E1AN

bl L2IFIHEREEE O FA, BRI 15 ERERE AR
BHEROND. ISR - TRIEEFEAL7 I v f F—Y X% 5
5@%&%%#0&&5

FEEZWNCIZAL T I 04 FOWLE 2 MRS ICTE 3 2. e
ﬁ#%@#&#%ibw#,&ﬁ#@&wM%M(%ﬁ,@mﬁﬂ
s, ERENREG, H, LR o0 ShAEAE DR R
W, AT I A FiEERALNIZS, TOT7 I a4 NEK
BHAMET S, 7304 F3REr a7 VIREESR» &9 0%

TRD 720121, B RYURE T 72 SR LR R et A b B
THY® HMRHERNT VP THIENRLEE L. k5 Hw

LNTEBE~ U VB L A LRI B TR A2 % <
AL7 304 FOMEGEZMIZIIANE TH 5.

AL7 304 Foa—unXF—Thb I PR LIz, RICHHE
WHERD ) 2EHEEFHEOH I OVWTEHHRE L EHDOFX
M %179 . International Myeloma Working Group 7> H #2015 &
N2 R OZ W EETIE, P M&EAA3.0g/dlL L, Hif

h ORI b5 6 2 TR EHBLOFAAT10% LA 1, F %0 B i
ROBENREONLZEDO3HABBTFOLNTWSY,

4. AE

FEINITHAE L T2 2B EMNL 2 BEH L T M& I O#EAZ
L (MESFER), KRN~NOALT I 04 FOEMEST 2 k5
L EDRHHETH 5. MIRF R % HEFE© & AT~ LG
L7727 304 PRS2 REMED D 510 WHC v 52 35
EEHEMEFHIEICH L CHEE 2> TV bDERBETH LA, 4
HHALT I 0A F—=Y AR L TREMEH S NS4 otz
thalidomide %> bortezomib (%, EIfEH & L CTHMREREE 2% B
THHT 2720012 ZRMBERE N> TR ARIEBE T L
DHW. ALT7 I U4 =2 —u/8F —TIHRD 2O DfLERREDE
EEhb.

1) BRFREMEBMIEEIEZ 8 U /- K2 melphalan 883 %

(HDM/SCT)

WK A& HUIZ 1990 A AT b T W 2 1RHE T, ZOA Rk
ERTHE L OF = PEMS T 5% HDM/SCT AT
1B U TR LR L D ENR T D Z L YERIX IBIFE TR 3L
TBYY[ZEF L ALV, @IS HEEIEAHEIRS NS G
W TdH HHEIECL. BHBET DL V20, i‘f%%*ﬁy’iﬂ’ﬁb: [
70 LL N TR SR O BFHICHET 5 L & BT, HATIC
7z o TIIARGHHEISE A L 7 M N RHEE & B3 Sz & 5 2 <‘:f)‘
Eff’(“%é FFEFE Y, BREko o= -8R T %2 B ORI

WM 2 BB L, PRI CERIL L C U RT3 5.
j(i melphalan O 512 X 0 5 #i % BEik, AL TBWwizdimeg
MM 2 B A5 5. 1 ALE I H v % melphalan @ i # % 5- & 1%
200mg/m* TdH % A%, i = e 77 B 55 O AL 126 U C 140mg/m?,
HH VT 100mg/m? 12k 5 2 & THFFEEER EE R A IHED
BRI TE 51219 I X o TRZ B DS, NIRBEIC X B IME
S FEIRE R IL 40~50% TdH % 1219,

2) Melphalan - dexamethasone % (M-Dex)

Eqn| melphalan & dexamethasone (40mg/day) O 4 H [ H 4%
BaR 4RI LI B EBET, SRBH 45, AUNERL,
MR RNL 67% 12780 H B 1T, ARiEHEFE I B A A W S,
FEIEMIBIZN T 2B FIEIHDM/SCT X ) 45 7290, ML
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R A 2 DICRIETH 7 — VoMl Uil a L, BRI
BEILT 20058 Th b, 79 ¥ A TiFbh 7= HDM/SCT &
M-Dex @ ft:AE 2 AL e i 30k T 13 M-Dex @ 4= £ 13 56.9 2 H T,
BAEAEFERICH L CHDM/SCT & W o R AR Sz
[LEF VAV Ik o472 w22 & o B i1 ¢ HDM/
SCT DG 72 5V IRE TIE, M-Dexd 8 —RIRDiEHEL LT
3t S B[HEIRECY.

BRI X B IME IR R O F B g h R R 12 B 5 M&
AL LTHO SN, AHBIC ME 2523 UM A0 6
e 542 %, MEHOKMIZIZEABLIKE L RERTE (H5HVv
ZREBLKE) PIECHVONTWARY, TR SITINZ TR,
L3 O BERESE  (free light chain, FLC) 2SILESAMIREE L L CHll
EEIC % 572192 FLCOMIE THW SN b —kbuikix, Es
Oy CEMERSGLRETERI LWL P =T 2R E L
TWh 72, HMTHEEL TV LRMOAZERICHTSZ L
HTE 5. FLCOBEEKRE IZ5mg/L & itk MAE IR E KL
THEICHUB T, 2 OIEME A EmF A HETH 2. EHTEALT 3
O R=Y A TRIEAELTVETITA NIZ—3LRoIMmiEF
FLCS LA L TWTHEHRIIR T T2 2 2005, EHFEMELTHET
BHIGELE L Cof ML HE S TwE 122

BhUIZ

SEHEALT I 0 A F— 3 23WONI TR TRaE 3 % 2 &9
%, MEREIRAHTAL7 304 Fo 2 —anF—0Bidhon:
R I3 TR EI R IET L Cw A a2 2 v, R
BBOBWIATD 72 & #HR PITIH IR D & 5 B Hiak I 3 » v
ML, BRORNZ RS LW ENHEETH L.

[COIEH]
MHEEZ 22U

X [

1) Westermark P, Benson MD, Buxbaum JN et al : Amyloid fi-
bril protein nomenclature-2002. Amyloid : J Protein Folding
Disord 9 : 197-200, 2002

2) Fischer B, Palkovic S, Rickert C et al : Cerebral AL A-amyloi-
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view of the literature and of a patient. Amyloid 14 : 11-19,
2007

3) Matsuda M, Katoh N, Ikeda S : Clinical manifestations at di-
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4) Kyle RA, Gertz MA : Primary systemic amyloidosis. Clinical
and laboratory features in 474 cases. Semin Hematol 32 : 45—
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5) MIFEIE, FT#HTF, ZWwzlEIr 738 F—Y A04H
PR G, RSB AR E R SRR T I a A

F— Y 2B 200078, “FIRITAEEERFZEE 3. P. 137-140,
2000

6) WA, ARG, ANEE AL BRW A A SIS T
304 P AQES. JREGEFAIF e S G S
MRIFZEdZE 73 uAf F—2 AT 2 A2, Pk 184F

WG - b gE S . P. 11-13, 2007

7) Matsuda M, Gono T, Morita H et al : Peripheral nerve in-
volvement in primary systemic AL amyloidosis :
and electrophysiological study. Eur J Neurol 18 : 604-610,
2011

8) Hoshii Y, Setoguchi M, Iwata T et al : Useful polyclonal anti-
bodies against synthetic peptides corresponding to immuno-

a clinical

globulin light chain constant region for immunohistochemi-

cal detection of immunoglobulin light chain amyloidosis.

Pathol Int 51 : 264-270, 2001
9) The International Myeloma Working Group : Criteria for the
classification of monoclonal gammopathies, multiple myelo-
ma, and related disorders : a report of the International Mye-
loma Working Group. Br J Haematol 121 : 749-757, 2003
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10)

AL amyloidosis after intensive chemotherapies. Br J Haema-
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Venner CP, Gillmore JD, Sachchithanantham S et al : A
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11)

dexamethasone (CVD) versus risk-adapted cyclophospha-
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Palladini G, Milani P, Foli A et al : Melphalan and dexame-
thasone with or without bortezomib in newly diagnosed AL
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tion for primary systemic amyloidosis. Blood 99 : 4276-4282,
2002
Sanchorawala V, Wright DG, Seldin DC et al : An overview of

the use of high-dose melphalan with autologous stem cell
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systemic AL amyloidosis in relation to changes in concentra-
tion of circulating free immunoglobulin light chains follow-
ing chemotherapy. Br J Haematol 122 : 78-84, 2003

V BERRNSCAYALFO7IASMNR—2RICE T 58
BFAEIR

i3Ereic

AR NT P AF AL LF 7 I =Y A (wild-type trans-
thyretin (TTR) amyloidosis : ATTRwt amyloidosis) (&, & i
T BRI U2 IEREEOEGET I u A F=Y A TH BT D
AL T I o4 F—3 A (senile systemic amyloidosis :
SSA) DIRAIA I N TR, WK EETRIETA556DH
Lo, EHEET IuA F—Y 2F20 iR A% TATTRwt amy-
loidosis DEFHAHAEIFHMER SN TV D, AETIE, JFIOIER TR
BEOM - W7 30 FEEEAE LS00, SEOLAER
T FARBIE R OERRE L LTHICERTLILEDLH L. KIE
X3 ARG HEEIT R ML SN TB O TIEREN TR LE 2 5.
IUT VAWML L 72EREE RS, SEETIR7 I uf F—
A (ATTRm amyloidosis) (2X9 % i E LTRSS N/ TTRE
EALAKIR, BUE (20174F) ATTRm 7 S 04 F—3 2% 0 RITIHER
HFENE S 1T 5 gene silencing # L (siIRNAFER 7 v F v A
) T &, BATTTR OBBIHIRIR O BT 5720, HEN
I SSAICHDRIRAWIRFTE 2. Ik, Tho oFBlHHEL IR
IS S AL, ARRE R RIZ I L RIEHR T 2 EEMEIE S 5108 <
5.

1. REE=

AJEN, PATIEEAMLT7 I 84 F—3 X (senile cardiac amy-
loidosis) & MHENTH Y ® BRIER D CAEYPTMARTH 245, it
T OWFE T o Gty O MAARERRE - SR 2 &I 7 I a4 FikA
AEL B DALY SIME % RIS L RATIC X b, 805kl
L0 10-25% BB DBEANOTF AR TTRERO 7 I 10 4 Fik#E K
HENTVB ) BRI AEDD ) WmREEMEICT I a4
FEZEL TV ER LS. KIEDIEMEZ AR ITH S 512
%o TWHRWDY, %L OEFNWIEICHE SN TRV S
b, INFETIRHFESNTVEEFDIZE A LIZ605FETLL LD
WRETH B DY, 60MEAIM CTHIET SR D H 5 °.

2. RERRE LiRRE

AHET, HAERTTRAST I 04 FEIBET 5 HFRmaUsto)
A7 7778 =EHLENII o TR, KEOHMICILE LT
304 2B T 2 &, NERM (TTRO1~48%F H D
73R E) BPRKBLEZTTRO CKEM 7 5 27 X ¥ h 2SI
ENBZY TTROT 7 A Y MEDT I uAf FIEROKEKEE %%
2, 7 I8A FEERZICZRVICEL 222D T, FIEOHRRE L
DRI AR AL CREN TN 5.

SSADE/HHEBITLEEICLZHOTH Y, LEEHOME, 3
REEE, LEMEIE FOAEIRR EE RO 5. LEMEEE T
KEMEZRD?, LTI —FRELT, LHOMELES%MES
granular sparkling pattern 234 % CTd 5 25, WA TIEZRAD W
ZEBEL, BERHRELE A ZVWEEZONE. KEOHERE L
Tk, AL7 304 R=Y ADPHETH A%, ALT7 IEA F—=T X
LR L CTRBOETIIRETH L. T2, EETE CERIREHDW
S5 THRWVWATTRm 7 S04 F—=Y ATLT7 IO F—=Y AHPHIN
OBFLOFENOEETH 5.
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3. BRERIER &322

1) iREEH K VER
ATTRwt 7 I B4 F— Y AOWFAEREE L CRREEFER 2 25
BREWIDSH B Z L ASTAETEH S TWw 5579 THAREREEOZI T
AVEHI G I & S 72 E B O TARBR BT & 0 BLA I ISR B &,
TTREKRD 7 I B A FREFEHEICRO SN L7 FICE#HAIC
R 2 RN O W HPETFAREREREE L, AWELENCH TS
VED D B, F I TARME N DA OB - BaraaE UMM, A
BT, REABZE) TH, MEIEWTTRERO T I 04 Nk
BEHWRD LN TTRT I 04 Nk & Wi omE,
DOWEICHEDSHER SN TWS Y 2512, FHECEAERTTR M
ko7 v FikgEAEL, TR Z 2 L E S FET 512
ISR - FIHKEROTTR 7 I 0 A4 FibARIZEEIC X 5805k
X<, TTR7 I U FAYRRE L EORRICEM L T A 0B 2 i
ZLRENTWE. $72, THOHOM - WK~ O LA 13 DI~
DT IvA FEELD 10~15FRVEEZ SNTWS. B - Wil
KMRICEAERITTREKRO 7 I 04 Fik# %o 2 BE TR, TOH%IC
DT I8A =Y RAZEOEGREREEL 205D, EHEZLZRH
BSREPEL 5.

ZERBMTTRVEKN AV AELHATTRm 7 I 04 F—3¥ ATl
S 2= TN F = ERERIEIRE LT IE D% VS, #RAERITTR
MK E 725 ATTRwt 7 I B4 F— 3 2 TRk~ 7 I 1 4
Pk —a—a X F—13H 2w eEZ 5N TER. LML
ATTRwt 7 I U A F— ¥ ZJEPI A IERER BT 2 & TR
TR B 1) O/NMERMEE R ORI E 2 &% 380 B AEfId A
Tl v, TEOKRBE 2 EE 234 (TTR amyloidosis out-
comes survey : THAOS) OFfERTH, ATTRwt7 I B A F—¥ R
DORI20~30% 2= 2 — TN F—ZFBDDL LWHINTVEY, F72,
PRI RIS 7 I B4 Pk 28072 L 35 ATTRwt 7 3
04 K=Y ADER#EDH DY, ARETRY =2 —a/XF =3¢
DREE L 2 O05HOE L ZWEVSLETHS.

2) BWbLUKRE

ASEDWFERENE T PHIFEMEEE & AN L W, MBI HEamER
BohwEmkEg FCH%) o RSl FREEER T, &
WEZEINCH T D EPLETH L. PREEGERE, BRERS
X OB EAR A TR 2 2%, TR E BRI IO 3 2 TR,
BRI B U 27 I 04 Fikd of 82 5% RS RS C
BETLIENPEETH 5.

P OCEBE L, LB RE AR 72 1L 72 Ao EPLTRARRERE AT 4K
DA% (heart failure with preserved EF (HFpEF)) & L T4
U5 ZED%\, k4 TBNP, NT-proBNP, FPOFE=2T®
LS, DEMBEFEECEN, T a— B, OEEEMRIR Y T
VUG Y v T R EOMRBBHOBE L b, KT ViR
Oy v Fid, TTREAKOT I 84 K=Y 2 (ATTRwt & ATTRm)
TOBMEEIE L, ALT7 I 04 F— Y A TOBERPMEW 20, B
PEFF S S N7z 84121d, ATTRwt b L < IZATTRm 7 3 O 4
=Y ZDOWMREESHWEEZ b5,

AIEDHEEZWIIE, FAERTTRIEKD 7 I 04 Nk 2 0% MM
WP 7 © ICEALF ISR T 2 2 e ETH L. Thbb,
At (RORE, MERERREG, WILE, LUSHEE, OHik L) %, Tk
RIS L ay Iy Fqachtto 7 I a4 Fik

EDVAAET 2 DMERRT 5. F 7 00EMRkb gt T7 I B 4 KA
TTRIVRIZEIE T 2 200§ 5. SRERMIRILF Rt T7 304 F—
VAR OH ENSW AR YA, MW o7 Iaf FEL—
YL ruy4tsya VETHML, #ifkra< 7574 —
y U FAREARGIECE 27 304 FENEAEOREDS X 0%
VB WIASEEIT DTV Y, TTRIBMED 7 I 04 N2 HER S
NI, EEFEEDATTRm T 304 F— 3 X & 0EH D%, TTR
BIETHRESLETHS. ATTRwt E ATTRm7 304 F—3¥ X T
X, WHHREZOLBHIERMBEENOEEP R 5720, HES
Wi CHEETEIEHNEETH 5.
ARIEDPEFRIRIEINIR AR AL W2, FEOE WSk
LT EIN L DI SN TR, B9%E (7304 F—T A
AIRZEHE ] CER SNz BER T I 04 K=Y ABHET A K
T4 b EICHET LB WikHE () % Table LIRS, KRIED
KBRS LAY, WEORVBMEENT SN D L AMWfFES
ns.

4. BE

1) FIREEREICHT 585
FHEHERERCT LT, HARMRIGRER B O G
T PREIEBER] 28T, A7) Y Mo, AFa4 F
RIEATFOA FRBERONM, AT 04 FFRENEAL EOHR
EHERER, WREFI R AT OREFN T L COMHIBE (T
WAIBE) 2T A[ERECY. LA LSSARERELTAEL
7o PAREEGERE 2 3 8 & L2 BRI S hTw v,

2) MHIREMEREICHT BAE

ARAE D ARE R VEE TG 0T 2 BRI IIHRE ST v vy, H
RGO RGN B EEE] 2Lz
B % A BHEIEECY).

3) DERICK T BiRE

ARSI LT RAREOES 2175 [MERECLY. g7uy h—0
IEIEE STV WHEEED]. BIRSEEOREZ 7T v 71250
LT, HARERBTFRO [NEROIEEWHETA V4 V] %
DLICR=ZAA =N —ZI T IRAR WA EET 5. F72, LEE
A, DFEMHBASFED & NWIERI T, Hi 2 AARIBAIE 2 O 3
BT 5.

4) Z0Ofh

R - ATTRm 7 I 04 F— 3 A2 & I3RED B2 ) #h s
RiADZ W20, ATTRwt 7 2 04 F—3 2120 L TR &
Efi R E ThRWHEIRED].

BBhHIZ
AFEFBENCZM SR TR W — A%V EMHE SRS, FHK
AN O W TR RE BT R /MR = 2 — o S F— D@ & L TR
ERZ 2 DUEND LD, BUIRIIHERENTEARTH 525, T IFk
WA O HEREA RIS SN B WHED D 5.

[COIEH]
EEXE U
TREEM U
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Table 1 ¥AFITTR7 I U F—3 2% Wik (%)

(5% (7304 F— AR ZHtE2 b 10—k
Hed X OED)

(1) &
FAERITTRY I 04 F—3 &, Tk LTEmE o, THREEREE
T B - LA UlegsiiE 2 R U LIRS S uf K=Y 2 ThH
. FO7 I8 FENEHZIHHEATTRTH 5.

(2) %R
FTWAMTTRT I 04 F— Y AOWREZ B> 28 fEEsig,
SHERAIEIT AL, AL AL & TTRIE AT ORAUTIED N T ) N E&
ThHs.

O FEEIR K OFT R

(a) 60MELLETT I U F—Y ZDOFHEAML , FEBEDKEK & 7 51
DB EFED .

(b) OA%, AEIR (OISR &)

(d) PRV fE e

(e) Z5sM=2—a/$F—

@HiPAE

(a) Dxa— LEEEONLE, JLREE (BE/e' D bR, 05Ok
R), Ta—HED L5

(b) LY v F @ ¥mTe-PYPKAEIZ & 2 btk
(c) DBEMRI : LEEEOHUE, I (LGE)

(3) HA:#
AL O, BZRE, BRI, PR OB (iR
PR TTREEED 7 I 1 4 Rk

(4) TTR (= TIHHT
TTRB(ETITERZBD .

(5) iR
OF
FIGERKOFHD I B (a) 22 (b) 258D, »0 (3) L (4) 7%
D5,
@ B
FEIERBR O RO ) 12U, 2 oRiBAEE T 1oLl Lok R
DS, DL, EEERKOFTROH H 12D &30, HERCh
PR % 78 5.
@ etk % E
FEHEREOTRO 9 B (a) BLUMOFEAZ 120, L&, #li
A e 1oL L 2880, AEBZEN & L TERT 5.

1)

2)

3)

4)

5)

6)

7)

8)

9)

10)

11)

12)

13)

14)

15)

X ik
Westermark P, Bergstrom J, Solomon A et al : Transthyre-
tin-derived senile systemic amyloidosis : clinicopathologic
and structural considerations. Amyloid 10 : 48-54, 2003
Rapezzi C, Quarta CC, Riva L et al : Transthyretin-related
amyloidoses and the heart : a clinical overview. Nat Rev Car-
diol 7:398-408, 2010
Ueda M, Horibata Y, Shono M et al : Clinicopathological fea-
tures of senile systemic amyloidosis : an ante- and post-mor-
tem study. Mod Pathol 24 : 1533-1544, 2011
Westermark P, Sletten K, Johansson B et al : Fibril in senile
systemic amyloidosis is derived from normal transthyretin.
Proc Natl Acad Sci USA 87 : 2843-2845, 1990
Cornwell GG 3rd, Murdoch WL, Kyle RA et al : Frequency
and distribution of senile cardiovascular amyloid. A clinico-
pathologic correlation. Am J Med 75 : 618-623, 1983
Kodaira M, Sekijima Y, Tojo K et al : Non-senile wild-type
transthyretin systemic amyloidosis presenting as bilateral
carpal tunnel syndrome. Peripher Nerv Syst 13 : 148-150,
2008
Sueyoshi T, Ueda M, Jono H et al : Wild-type transthyretin—
derived amyloidosis in various ligaments and tendons. Hum
Pathol 42 : 1259-1264, 2011
Sekijima Y, Uchiyama S, Tojo K et al : High prevalence of
wild-type transthyretin deposition in patients with idiopath-
ic carpal tunnel syndrome : a common cause of carpal tunnel
syndrome in the elderly. Hum Pathol 42 : 1785-1791, 2011
Gioeva Z, Urban P, Meliss RR et al : ATTR amyloid in the
carpal tunnel ligament is frequently of wildtype transthyre-
tin origin. Amyloid 20 : 1-6, 2013
Yanagisawa A, Ueda M, Sueyoshi T et al : Amyloid deposits
derived from transthyretin in the ligamentum flavum as re-
lated to lumbar spinal canal stenosis. Mod Pathol 28 : 201-
207, 2015
Takanashi T, Matsuda M, Yazaki M et al : Synovial deposi-
tion of wild-type transthyretin-derived amyloid in knee joint
osteoarthritis patients. Amyloid 20 : 151-155, 2013
Sueyoshi T, Ueda M, Sei A et al : Spinal multifocal amyloido-
sis derived from wild-type transthyretin. Amyloid 18 : 165-
168, 2011
Coelho T, Maurer MS, Suhr OB : THAOS - The Transthyre-
tin Amyloidosis Outcomes Survey : initial report on clinical
manifestations in patients with hereditary and wild-type
transthyretin amyloidosis. Curr Med Res Opin 29 : 63-76,
2013
Lam I, Margeta M, Layzer R : Amyloid polyneuropathy
caused by wild-type transthyretin. Muscle Nerve 52 : 146-
149, 2015
HIGHERE, Abotg, RWHEGEIEZ2> 87 7 4 Y aiiin=)
> B SERLREY) % FH L 72 LMD-LC-MS/MS Y A 7 A2 & %
Wiz 7 Iu4 K=Y ABREOME. BKHE 62 :291-296,
2014
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VI Bs7

n

O K72 ¥4 /18F—

L&

7 Ia A N7 ¥4+ ,8F — (cerebral amyloid angiopathy :
CAA) IREE S L A o ImAEFEE (F12, AEIEIR) 127 Ia4
FOhEZROLERTH D, CAAIZRRAE L7 I (4 NEH
KXo THBaEIN, MEMELICHEEZEEO CAAVEEN
(Table 1)V, £¥&ERZFI &I 3. CAAICET 2 HHICHEN
ZNMT, T 5.

1. REHE

7 Ia A N7 »F4+,8F — (cerebral amyloid angiopathy :
CAA) (IREES L O o IAEEE (Fi2r, AEIEIR) 127 Ia4
FORELZRDL I ETMEICREEZELL. CoMRE LTl
MAEGIEHEZ T EL VDS, BEZER FVRNE, — kAR IR
(transient focal neurological episodes : TFNE ¥ 7z i3 amyloid
spells) RKIE - MERZHELAHZEDHLRNICHR>TWwA. CAA
OFFERHEIRIZLAE LT 384 FEHICL > TRESTEBY, 7
IuA FBEHE (A) DA X 2 IM5NEALT CAADHIED IR D

=N

=N
2. FAEWRF LIRS

1) MHEMABEICAA

IFENEALTI CAA X Alzheimeri§ (Alzheimer disease : AD) (21
WMLCTHELLZENLVA, ADEELHEVWIELH D, MEIC LY
AL, 60%LL L TRAEHTCAANRD SN, ADTIE
#180-90% TH SN BY. bAEIZH T S CAA BN H I D Wi ¢
&, BBIMOSAEZER L & DIC EH L, ZHIcZwE shTnb?
BIEN R EREFI2oWT, THRYKREHE (apolipoprotein E :

Table 1 W7 I 04 F7 ¥ FF/8F— (CAA) D4

ApoE) Ded7 V) IWVIZCAA L, €27 ) )Vid CAA RSN I & DAHEE
BALNEY,

IEEEABM CAA DR IZ DT, MASRE IS B ABIEF Al
R L D EAESNIZABLEZ STV B, ABDSIILERENILAS
T 285 ORI A 2 S0 % . AEHIC B VT, ABAT I 1
4 FHiBREE (amyloid precursor protein : APP) X I H&h
LI, y 7 Ly —EIZL D CREMOT I/ BROYIMOENIZLD,
4WEDOT I VB SRDAL0 L 22OT I VL VBRSNS
APA2H AL B Y. ABId neprilysin 72 £ OFEFEC X B [T D4R,
LRP-1 & V2o 7= A \ZAEAET 5 ApoE L & 7 4 — %40 L 7= 15
AOHE,  IMAE R PO IEEEE A 5 0 R L — TR X - THA
IVBEINDLEEZLNTVSY. B, MERFH KL F— V&K
PO DABOPEHIZApoEARN K E LG LT 5 L OMENRD Y.
APA2 \ZEEMEATE W 72D IR LIS L3 < CEABE),
—7, ABAOIIHEEMEIMR 720, VB2 © BhIRE PR 2 T
MENNIRES A B\EET, MEFRECT IS FELTHELR T
LEZLNTWD. CAAOWYI TIZALL2 SIMEREILAE L, ZD
#%, KEOABIODLENAEL L Z EPMEINTWSY.

IR ABTI CAADFFHAAT R E LT, 7304 Fikag s
B LKW, MREEOMAFITEL 5. AL DR R K
JKA%, MER KINAE CTRIBEN 2L 3O THRTH D, Kk
BCIIBEREICBW RO BHEICALN, WIEHEE, MU E kX,
WTAEOME R DR ST v, 2B, Apokaizdh, NEOR)
PROEZ S, IR EMIMEICHEL 5.

MAETEHONMINOT I B A FEAETHE Y, TEHiaoZ
WAL, BEMICHE2EIT I e Ml cERIND. 7
I U4 FOEFEIC LY EE SN /0M4% 12 double barrel appearance,

73IaA FEH R AR I 70 FEBIRY
1. 7304 FR&EH (AB) 1. g
a. s

b. M3EM: Alzheimer ¥
c. T (MAFHT, HOHRIS, 7455)

2. MAEME

a. 7 304 FRjE&ER (APP) OM{nFRE

F7 v FRT IaA F— Y 2 %04 BN (HCHWA-D) 7%= &
b. 7Lt =V VEBIEFORE

c. ¥ VIR

2. Y 2% F > C (ACys)

7A A7 FHTHCHWA (HCHWA-I)

3. 704 v&HA (PrP)

7 F Y KRG TO R

4. ABri/ADan

BRI2 (& DR

RGEPEREAL & 72137 >~ — 7 BER%E (FBD/FDD)

5. b5 A% A LF ¥ (ATTR)

b7 Y AHA LT VBIATF DR

6. 7V~ (AGel)

TN Va0

(745 FRIRERT7 304 F—Y )

BPIZ R L 72 M O B85 & %
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FRER e : 7304 F—¥ &

T4 7 A FHBE, BUNBIIRI 2 & AR LS, BUNBIIRIGIE %
T 47 A FEIRIEBIMOIEIN E 2 5. REMEIZZ DX ) B
PR E T A 2 LTI 2 &2 5hTwb, —J7, Bl
M OREEZ AL OER & T2HELH 57

CAARHER - ~ 27107 7 — VRMIIC & 2 28RS & Btk 3 5 2
ENHDHY CAATHE ) WFEMEME £ TI1E, CAAICHIAZ TRIKA
BOEMRRIEE Y L85k, w207 7 — YVREBEMRORE%E
Tk & L2 REMZAL L MBS, ~27 07 7 —YREHEM
Fal2 & 2 ABE ARG RO HNDY.

7 30 A Fik#E DM EIZ1E Congo Red §{f%° Thioflavin S 4eflu /s
WETH 5. Congo RedJef CldlRde L, GHME TIZTT v 7
W7 — AR RT. FERPURE M L lc X, ks L
TWwWbT73Iu4 FEADHENTIETH 5.

2) EGM CAA

INFETICHEEECAADFENAEN L LTI AONTED,
FHEAEZ I— FT2EETFORFEHEL T2 (Table 1). +
T YA AVLF VIRV YENZOWTIIMMIH TR 5L THB
0, FECOWTIEZE L S 2B SN,

a. 7304 NBERA (Ap)

AR DFE(ENE CAAIZIE, CAAIZHED FERFELE O I & 5 & 5
LIRRLE BRAEE PV ADIRE AT AHR L ICK SN D, B
FHIET I A K= A1) #EMEM I (hereditary cerebral
hemorrhage with amyloidosis : HCHWA) & I3, APP#f{n T
DARVE6I3DIERIZL B AT VT (HCHWA-D), 1 %) 7T
BIDHE SN T VDY BEICOWTIZAPP D Z DM LR 0 S25 R
WXAb0 (LHH, 74398, 75 y—28), FLEe=y v
DEFNPE) D, 7 VEEIE) DOV H .

HCHWA-D 1% Jefi iR MR fn 1 % 7% 3 B s E oo i i 2 4 &
THIET, APPEIZTDINY693 T 7o by b vyAd
BMERIZIV VY I VPSS I VBADOER (APP E693Q)
NHASLNEY ZOERIFZALELTIZIF 22124 T 5 (AB
E22Q).

b.VX42F>C

YAY TV CIRE0FROLAEN CHD, 300XV b
% %1207 X /EETHIK S NAEAETY, PR O MR %
6% L OMPPHIRTHEAESN S, Y A8 F ¥ COBET R
P9 CAALE, MUANOEHIEMRICH T I T4 F—= 2%, iz
PR IO 7 4 25~ KR (HCHWA-I) (IFEhTwa.

HCHWA-ID Y A% F ¥ CIENEKmD 107 I/ MHRIL DU iy %
N, aFre80TA YR NVy I VICERISN: (1L68Q) I A
LU AEREHFELTWAHY,

c. 7U#A > EBA (prion protein : PrP)

T A VIR T 4+ Y EE (PrPO) M S 2O S TREREZE
Wa A CRE T+ v EE (PrPY) & %o THHRAFESRICERT S
ZLICE DAL RO MBEERETH L. PrP# IR
I P U ADOER (Y145X2 Q160X Y163X™) Y226XY) %43 5
SEBICB W T CAAZRD B 2 L SN, PrP-CAA LI T
Wh, INHOERIIBWTIE, HEAIICIKILEEENO PrP* DL
FIZMAT, PrP7 I 0 A FORMFEE~OLAE LML S~
HABEOMREREE L E L) & LAY TH Y

d. ABri/ADan'®

PEBMEREET I a4 F7 ¥ ¥4 /8F — (familial cerebral
amyloid angiopathy, British type) % 19334121 THiF X7z,
SCPEIRREE, RRAVEE, NRIGHR & R & 3 B W B AR R R T O
B CAATH 5. FIEMEFEEMFEHAGE (familial British demen-
tia : FBD) & 3 iE 5. FBD Tl 13 F 4 RICHAET 5 BRI2
HIET (BRI2) O#IET F LB BTH S ANO—HHEEHRIC X
DABri &IN5 7 I 04 ROLET 5.

[6] UCBRI2D 570 22 8 % JE K & § 2 P BAKIEN T~ — 7 TR
HAME (familial Danish dementia : FDD) T& 4. FDD Tlid# k2
FYEATO 2 K 2265 & 266 DO 10 IEAHEE L T1%. FDDT
I3 ADan & K IEN 57 I 04 FOiLHE AN RE & IS A S
ns.

3. ERPRIEIR & 22H

1) MEHABEICAA

BRIRSEAR & Uik, M, Mxpise, SRmpkREREs, TFNE %
CAA Mk mAS 98 - WAMEAEREZ L L 5117

BT BB - BB T 2 & e m thtn, B B/ i, PR
W7 R THIM WENED T Vi) 2R3, HIMEBAICE T
TZEEARIEIR Z 7R U, CAA RS O H LV HE LAY 20 JE IR 1E 22 v,

BEO/PMEZER, EHHEOMEREEICL 2 LF 2 505 -
FEVRHRONDL T ENHY, ADWEOREZRIL72HEGTH CAA
WERRAIAR AR E, JFICRRAMA Y — FOMKTICEET L Z L HE s
nTwze

TFNE (2D W TS MDD —# 0 B EE LR T, HE
FEED A SN, B S MFR T 5. BEKEE LT, KRR
DNE YT VLB W5 TADAFER KB O — R 72
FEEEACTT, M2 M IC X 2 BMAEz o Twb, —ltk
Jibd R LSS AR =2 B B O RTIRIERR, TADPA L OEBNINERETH 5.
FEIZ— B PRI ML FEE O 7B W CHUM /MR SESE 2 e 5 S iz &,
CAA BRSNS I8 S B W HEVEA D O LT TH 517,

CAABIMSE - BRI 412 & 2 FEINE A 2 U720 id, 2tk
7oA O RABERERE B RATEI R 2 RO 5 2 LAE L, HFR
FAEIEED WIS IS A DN L. FBEID %R, FIERD P
BOATH DY,

CAA B 1M o> B R 2 Wi 2536 & L Cid Boston criteria 7% b Ji
CHHEN TV 23, ffig W I3RS 2 A LT H
5. B AILEHE R (magnetic resonance images : MRI) @ T2%/
GE#:d %\ susceptibility-weighted imaging (SWI) #:12 X 552
BRI ORI CAADBIRZITICIFFICEH TH S, CAAICHE
9 MEOREEED 7 E BT I E R L 72 RSO REANEY T~
AL CAABGEN MO NS, == =12V EsEEZ LN TW
%0 %7, pittsburg compound-B (PIB) % & D7 I T A NIk
&9 5 b L —% —%J\72 positron emission tomography (PET)
X CAAZMINT 5A%, CAAT I uAf FIERNTIZRW 0, EA
K7 I0A FEDXPINRTE 2N,

2) B CAA

BAZECAAD L S OHFAITIRFFEORMIM A AU, ET kDR
FIRERERE ER R MERZ: &2 B L TR L & 5.

a. ABBIDEEM CAA

PRI, e m o> PR 4 &2 89-76 i (P39 507) TH
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SEL, P T3MO WA EE D KT AT OISR RE
KT & AP RERE EATEAT S 5. W{RIAS C 1 IH o i H BT H e
A, AR HRENEY T VikF L o R LA LR, K
R BN O VA A IE OB IC B W T H g s b,

b. VXA2F>C

BHEOKPIX 20020 5 30 AT 22 TR L % 589 L, 50 Rl
WIEE AEDIELET AW 40 C DB IE L 723 8nid, FEHCH
TdH 5 D ATV RAE R B HIERARIIED Z L 03H B, FEARMIZH
Yot AREEREEORE TH 5205, MRS v ) 7IL#E O KE
BAEHTHY

c. 7UF &R (PrP)

PrP-CAA Tl #EAT M 0 FEABE B IR 5 % 520 5 2%, Y163X DE Bl
TUEHETGTE TR & o 7 IR R 5 <o L AR R B 5 o0 itk
AATL, FRABERERSEASIND B L W S hTw a1,

d. ABri/ADan'®

FBD & FDD & FEFICHi 2B TH D, FBDIZOWTII3FROH
B (ZONLRRIMHEL72RKR) OAT, FDDIZDOWTIH1RKR
DEN L EINTVLIDORTHAS.

FBD & 50 fCICRLEREECTRAE L, Wix - T, AMEEILR
IREEEZ DD L)k D. ZOH%, NMRERRLEMERREA SR,
TBVEERFREE RS I 5. P EDHIRRM CROIRRZ L 5.

FDD OFHE D ILEIZ 27T, FINBEIPE ) HERETIIET 5
DL, ok, TR EEEL, 10-204FERICHER
HEREASA SN D, 40P L D /MRS SN S X5 12R D, K
AE AR R FR AN B RERE 25 & (T HE S 2. SR ARG o fiti 13 58 %
Thb.

4. JAFE

1) MEHEALEICAA

CAAICEIT 2 EMIIDOWT, Bl TIMERE~DT7 I 0L FOE
METFHLAZY, ERLAT7IoA F2BRELAEY, BEINM
BREDOWHECHELR T L) TE 20k R, BUE, ABIOD
CHRIGIIRT T B PR % A 72 IRERAY,  CAA BN H 1 O i 5 % % 52
ELTEEShTWwD2,

B oI % A U723 a2, MoK & SR80, FERIC
Lo THWEORIRDITbN D DY, % { OB TIIPAEIIERE TR
WEARDLZENTETHBZET Y ALANLVIVD. 72701, S+
1k CAA BRI % 5585 2 WA EA H bV, Y) 7 BRERRE & AT
5 T EAHEREINB[ZET S ALNUVIVH], BESREB]Y F7-, 6t
AR 8 12 R0 0% [ 8 2 13 CAA IS X A I 2 B B 3 5 W g 1k A
HDHLDT, CAADEDLDNLIBITIRENS ZHITERETH D
[LEF Y AL~V

TR O FRICDOWT, EBREWZ Ve TIZI /942
VIO TSR F SRR D o 72 T HMEDRDH S, £ 72, H
B AT B A R AIVE Y OFIIILF BiahH & el U7 Bl
HHWB[ZET VALV, BRI STz,

TFNE TR ML TADPAEO A EXHRE SR TV 3
[LEF VALV, 72, ABBEE SO/ LA 45 LI RIE e E
AT HA FRVERGEIRISEOMHIC X ) U Lz & o
S8 00, BRI DN A BRI ARSI X 295
FLHAR AW 2 1T, R BN E BIG T 2 2 L2 RS h b
[ZEF AL~V FEFEECL.

EERI A IO F#I2DOWT, bAENIZBIT A HETIE, 97.1%
TIXB MO FRZICBT 2 FRIME RO R o7z F2, B
DFFENI DV TIEFI 3535 HOBIEMBANT31L.7% IO 51
YL T1137 ARICAB NIz, BAOMIILA S 17 RSB 558
THIZ122% T, 124 ABTIZ195% L HE I TwW5H2

2) #EfaiE CAA

BIEECAAICBIL T,
DIE7 N,

BBbHIZ

IFEVE ABTI CAA R BAZME CAA D —FBIZ DWW TR L7z, ABH!
CAADSBITE L 7z — 3O 0 L A R B ST & T
TV 575, CAADERZ: & v o 7RI iR HEIC O W TR &
T, ARIGEREORBILEINS.

N TR BRSPS SN2

[COIE#R]
RHREZ BU
IWHEZ &L

X [

1) Yamada M, Naiki H : Cerebral amyloid angiopathy. Prog Mol
Biol Transl Sci 107 : 41-78, 2012

2) Hirohata M, Yoshita M, Ishida C et al : Clinical features of
non-hypertensive lobar intracerebral hemorrhage related to
cerebral amyloid angiopathy. Eur J Neurol 17 : 823-829,
2010

3) Weller RO, Love S, Nicoll JAR : Elimination of amyloid S
from the brain, its failure in Alzheimer’s disease and impli-
cations for therapy. Neurodegeneration : the molecular path-
ology of dementia and movement disorders (Dickson DW
et al, Editors), 2 ed, Wiley-Blackewll, Oxford, 2011, 97-101

4) Sakai K, Boche D, Carare R et al : A immunotherapy for
Alzheimer’s disease : effects on apoE and cerebral vasculop-
athy. Acta Neuropathol 128 : 777-789, 2014

5) Shinkai Y, Yoshimura M, Ito Y et al : Amyloid S-proteins 1-
40 and 1-42 (43) in the soluble fraction of extra- and intra-
cranial blood vessels. Ann Neurol 38 : 421-428, 1995

6) Maeda A, Yamada M, Itoh Y et al : Computer-assisted three-
dimensional image analysis of cerebral amyloid angiopathy.
Stroke 24 : 1857-1864, 1993

7) Takeda S, Yamazaki K, Miyakawa T et al : Subcortical hema-
toma caused by cerebral amyloid angiopathy : does the first
evidence of hemorrhage occur in the subarachnoid space?
Neuropathology 23 : 254-261, 2003

8) Yamada M, Itoh Y, Shintaku M et al : Immune reactions as-
sociated with cerebral amyloid angiopathy. Stroke 27 : 1155-
1162, 1996

9) Sakai K, Hayashi S, Sanpei K et al : Multiple cerebral in-

farcts with a few vasculitic lesions in the chronic stage of cer-
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TAREEBRE (carpal tunnel syndrome @ CTS) & [ E AL % il %
IEFPAREAR A SN THAET A= 2 — /X F—TH 58
ZOFERIIFEA TH DY, EECTSOEKFE LT, 7304 F—Y R
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AECIECTSOREBIREL 2D I 27 I8, F— Y ADHFHZ|
LT, TOWELHERELMHT 2.
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HLR TV FREIISHERRRA D 2 Wi TH Y, FEA~
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FHEMETLHI LR D.
CTSZTEIRETHT7 I F—Y XL LTIE, BHEET IO
A F=Y ADEHTH L0, ZOMEKOHEROT Ivf F—v 2
THCTSZPED) T EAMBN TS, Table 1IZCTS 25 LY
W7 IS K=Y 20FAE 207 I uf FEREAZHI%T 5.
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T IO RO - WIRANEE T AT LTRESNTWED
&, Mt T2 LB EE LT, 207 I A K
WAEDRY; (nidus) £ 0B ETHH. TFHAFERUSLCIIHHE
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LIPS T A A%, transthyretin (TTR) HIKOREET7 I 04 K
ARV =2 —1s%F— (familial amyloid polyneuropathy : FAP) %
EANMEE2GE7 I 84 F—3 A (senile systemic amyloidosis :
SSA) FEMBEMIEZ 2HEBTH L2 F72, CTSHEEICBL
THBXHEE (Fig. 1-B), LEXTLEEDFAEIRIE S
X, EERBELTT IOl F=Y 22 B> TI v,
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747 transthyretin (wild form of ATTR)

¥p A transthyretin (wild form of ATTR)

*A9% (localized form of tenosynovial amyloidosis) (ZEAEEYMET I 04 F—3 ZAOMGIRZ AT L DE X FHd
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Fig. 1 CTSWIFEIR & % - 72 SSA B

AT, FEL O S E R HEmS A SNS. B WXL CTR56% & BED.LEBHOILKDEA SN S, C ¥ Te-PYP.L\f ¥ ¥ F 2
574 —. DHNOBROR ) ARY AL, LT I0A K=Y ADFHEIRBENS.

v K=Y Z2GRET 2 CTS 2 BWi§ 572012, FAREEHO MRIAS
BT ENBH D, KEIZEAE LT I 04 FICX Y RO
R IEF MR HE S N TV B & 5 g, SRl %
(Fig. 2). % 7z technetium-99m-pyrophosphate (*"Tc-PYP) %
BRL T D00 Y F 7T 741307384 F—3 20BN
B<Thsb (Fig. 1-C).
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