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30 777 )R 1. gy a-galactosidase A DIFHE T [FAE G o2E Gb3 DR S VBRI, R (D, ERED 2

2. T LY 5 ( ) L&Y L&Y s

EEEC ~ ) 27201 2.72L
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31 SAFUE (AT ) —VA) 1B CINSTEfr {05 FUfERFO S AT L 15 L (R L) SR

2. FfEpER 1.&Y 1L.&Y 1L.&Y

3R (Y 2.72L 2.72L 2.72L

3 K 3. AR 3. At

1) DS : dermatan sulfate  HS : heparan sulfate  KS : keratan sulfate

GROD : granular osmiophilic deposits
PPT : palmitoyl protein thioesterase

RL : rectilinear complex

lysosomal SAT : lysosomal sialic acid transporter

CTH : ceramide trihexoside

CV : curvilinear profiles

CS : chondroitin sulfate
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() FLERAH
LFREARIF O M A FLIEME ., & L < IIBERFLIBME A4 VR L T, 22 mmol/L{8metd)- (18
mg/dl) LETHDHZ &, NIEMR A~ b 2 a B —TIRAEGIZH LRI — 7 03" b 5,

3. I har R THROZKORAEFIY—
Definite—_ (1) O~B®D 5 H 1HAULEDH Y, 2> (2) O~BBSL21BE &= TH0D (%
HcH3lEE (EEZEMWMRZ 2L E2IHE V)
—Probable—, HdWME (1) O~ODH>H1HEULESH Y, 7o (2) B=BBR3L HEFQ~Q)
LO~DDENENTIHBULEEZH-TH0 GIIEALE)

Probable: (1)®A'%HY. 12 (2) D&M GEEFMAMRZSCH2IEAME) ., HH5LMF(1) D~
®@N>H1EHUEHY, D (2)D~QD 1 HBEULEZHE-FTHD GI2IEELUERE) . &
ALME(ND~ODIH1EBULHY. HAD(2)D~DD 2 HEULZERH-F4D (513H
BULEKE)

Possible: (1)D~®D>H1EHULHY. Hh2(2)D~OD>5. 1THBUEAH-THD G2
SR
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<EBEEESE>
PFEEULZERRET D,

R iiipe A
1)+E923>1~3I220\ T
OV BICRBOTNELY. 68DV AV DEHEFLD,
BRE: FHH22 Kb
PREFE: 1922 LI E
BiE: FH33LE
LZEE. MR (66 Ll E) CHHEARMEISES (X, FHETELEEDFENRERLD,

2)t9324~9IZDVT

REBHIUEDEI V2D EIERE4, a4 U EDEI IV DU LEHLIGEIE. B
ET 5. T RERE 2 UL EDEYIavA 202 DU EES#3, a3 U EDEII v 121 DL
EHEEEEFEEET D, TNUNDIGEE T ASHI DRI AVICRABNHIEEEFEELT H. E2TTA
TOEIAVIZREI LGNS EZEELT S,

3) ¥ &L

a1 ~3&E02a044~9DEFHEDSE ., EEENSWVAFREMNEEEELET S, ===L{EL., £IC
FEEDHAEIX, DKER22 DU EDEBRICHEERENHLEHETESDT, BEMNTTMEEE
9%,

o a1 BEAEEEE(ADL)

A =E5F

00 IE#E

11 BERE -RFEFEFTES

22 PEERE BELEINLGLEENHD
33 EERE— LIELILEEEEIND

44 REEREREE FEAERBHIEETINGL
B. H&T

00 IE#E

H ENICLE S

22 B E S

33 ZABHHWNEIR—A+E
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44 BREREBETBE

C. EF

00 E®

11 BEREE—  DHOIMIDFEHINIEHAKYEF
22 PEEREE DSOS FIFEATRE

33 EERE LTI ATTEIBONKRELNHIZETEE
44 REERE (FLALHIFETEE

D. BE

00 E®

1 PORETFERENNTIITE

22 BAT—OYAXIZTEIENTESN., —SBNMBIEDLE
33 —AYARITTHL BATERRDILIETES
44 298

E.BEX

00 E®

1 PPRETFERENNTETE

22 BFITRIVOBERICHMNBE

33 ZLDNMZEETHINEHNTTEDHLEH D
44 2978

F. stm@m- A4

00 E®

H OPRETHARSBALANTEARE

22 ABNTEDBEHDIWNIIEREICEECHEZET -
33 HEE. WEE. AEaBITIT<DICHTMEET -

([o8)

44 £5rB)
G. B/EENR (REER. B2 TV NARE)
00 7L

+—HEH 1 B/ A R
2—H=-2 1 [ /R~Hek1 B8
3—HaL4E~1E3 1[E  E~1[E."H
4—HeH4 1Bl /BLE, ERETE

o a2 ER e
A. L. RAH
00 IE#E
11 BERE (AEMICREICHESLROEERLDS. — 8IS H 5
22 PEERET(RLEEFEHIH. BHEERIGETES)
33 EERE (HRECEHEAORLHESTLHY. ABELETNELIEE )
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44 REERETANIIHTIREHETHHH. BELETLOMIGEENTEE,)
B. BI#ftITEEM

00 E®

1 fAIEGEKCR ADELN

22 [N RE LB

33 [AMNELK BEEFENFIREIN S

44 EABHERETHLERITTAIENTELGL

5303 EE

A. IEGLER DA 1 (EIE MRC+: modified Medical Research Council scale)
00 E®
H BEHNET (MRC4)
22 PEEFHNET. MEEEFHE(MRC3)
33 EEMAET. NENEEFH (MRC2)
44 REEMNET (MRCO~1)

B. LB D17 EA:EE) ({8 1E ICARS:: International Cooperative Ataxia Scale)
00 E®
1 BEGENE
22 DEEWRGAREES. EFICEEEHLSILODOAELEFTHEICHIBEL L
33 EERBAREE. EFTHE
44 EEGHAREE. BEENTEE

C. 17
00 =<[ErELL
H BEBE. t~2kml~2km HITCRF
22 PEEREE. BEANIODVTHLONEEH
33 EEMEZE. 100~400m400m THRENLE
44 REEREE. 10m10m I ESIFEL

D. FEEDER - EB (FERFRR. b LIZ1T<RE)
00 HIFR%LS
11 HIFMIZHIRHY
22 HEEICFHIEHY-
33 BEICHIRHY-
44 FH]HE

—_

o ava BE
00 IE#E
11 BEBEOREIDFFLNFHEDEL
22 BRELROEFHHEOLGVD RFENDE)
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33 TVEHADIEMNTELR L
44 ADL [ZELSEEL. RAMNFELEALELG S

o3 5 R
025dBHL0 25dBHL LT (IEH)
1 25~40dBHL1 25~40dBHL (¥R g H%)
2 40~70dBHL2 40~70dBHL (FhZ&RE S E%)
3 70~90dBHL3 70~90dBHL (= FE £ %)
4-904BHL4 90dBHL Ll (ERE#EE)
% _500, 1000, 2000Hz DFHET. MCANRWE (REEE) D{ETHIET

w5326 1B BHE
00 EEDLEN., LTa—
11 FER, BELEHEEIET (EF>60%) . SEEFEEDEXFRTR
22 DIO—TIMFEMRAHOTEF<60%X., F-[FR—RA—h—%E
33 HEE LA (EF<40~60%)
44 BEDRE

a7 BiEE
00 E®
H ILT7F=OVTIUAR <5024-90 mL/min
22 JLT7F=29)T732 A 302~-50 mL/min
33 YLT7F=29) 732 A 102-30 mL/min
44 HGULTFFZUH)TIUR <10 mL/min X, F=[EBHHANBE

328 MiKHEEE
00 IE#E
H BEOHM
22 hEEOEM
33 BELGAMI, (LR MmBkiEAE
44 FpEGM ., SEE QOBMAYELZE I

49329 FFigEE
00 IE#E
1 AST.ALTDEELER
22 AST.ALTDHEELR
33 AST.ALTDEELR . &7 E=7MEXE-IFEE
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SR AL Y K OVBUE FE /3B DTS IS 38 1T % B IR
1.

JRAZIMNT AW D BERAER . AT A ICE L T, MR RICEBBROHEN R WA, W
THOHHO LD ZHWTHZE LI 272 (7272 L., UEEIRORE 2 R~ TR ERE TH -
T, WERARER B DIZR D, ),

. TRIRBIARTR 231 D HIEE IS DWW TR, B R EFAVEE O T TR T TV 5 IR EE

Toh-oT, ﬁﬁ675>HFEJ“CH§fb ARN %EEﬂM*#UUﬁ‘é LET D,

C 7R, JEROREN EREOBEIEE SIS T—EL EIZEY LW E TH DN, MR 2 ki

HZENMEREDICHONWTIL, ERERONGRET S,
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22 HLAOE0E
O M=

1. &
—HPLORE (V) ABIRMEAZEAE) (X, BAANIZZ R T IRAFAOETHERMDERAEETHY. I
MERERECHAIONBEBREREIBIIXBLOLIIAERLTORBEICEELERERD S,
RIEEDFRIEZE 10~20%IZ5B8 . B&rL(E1:25 THREIRIADKEETIL 10 FAITKHLT3~105
ANEEND RIEFHIE ZIEE R TERLE~10mEFIDET HELILE 30~40 FEH L ET HIELILZE
RH5,

2. [FR
2011 (2, ANF213 BIEFHABLOLOFORZUHEGCF THAC LI RSN, FAEGFEE
p.R48IOK (£, BAANEED 80~90%MREALTLSH, BRABEED 1 ~2%LRRICHREL TS
ZEDHNOTNS, DFEY R DZERRFELOLORERELTHOT . BELRFLEIT TR %
FEGE DAL D R ERLFKIEITRE S THLERFEELEAOND, F-. p.R4S10K [FEIAREEIL
MEENBIREREICL—ERROLN ., BEENFAEUEILZRTHEBLLZRATHLIZEATRESL
T3,

3. fER
—EERKUBARAER) OLOI— BTV LLIIEEEOHBREREERETIEDETERITIEE - LIk
[Zh1=%, NEHITIERE MERDKEE D, FRABIZIZEEBZAE Mm% I HIAH 30~40%|ZEHER
ShB, IMEMmE (TIA 2, NAEER)  NHEME, TAMA., BERELGEIZKEHEESND,

(/MRS KD EMIZ R DHIFERENRET HLDONEL BHES. B DR (TRRKE. 7 #F
. HERE) . REEE . THEEER. (TUOVNA BREENELS, EIFAETBPR (FFHRE) T
FHRIN. REFEVICHERL., BICITRAOEENTRTEHILEH D, KT, ZORMBTELTE
LBBEEL. BT BIHEENH D, MEEDELLICIECI-HEEEERETET DO, $FICILEFER,
B ARNEIREAEZ 5B TIE EERE. SEBEZTICMATHMERT. RHEES(REEZEL. )R
ENRBND,

(2) AL, EEEAHMA (ZLIEHEAE M, TOMEETHIM, A HIMN)40~50 KEHDELT
BRIND, NEMBEEOHTRET IHE. MNROIEAKLGESELCRBERTLEZETHIDLHD
M ERDRBLRHBRTLOEMGHILEESND, ETHOHNF LS EMBITHS,

B)EMmME HOBENKEDZLDHEID . RIAIFEEBRTRRINIELEPELEOR/MSEMLTLS (3~
16%) .

(4)7%REEICEFEELPLLORELHY  HFIT/NRHITIEEAAICIESRZF554\ERE ELNTEEME
[CEBRTIIENZNO, ASHDKFERFLEDEENTERINS,
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4.

AR
—fbi EE I . M0 D R MR (LI E 2 b A— )L PN ETTHE X R E D ARBIEREITD . ik M FEAF 2%t
LTEARMMTERTAENESNEELIITIEN S, S BBARTILAEEBIAR — h XiKBIAR
BifizhL LT PEEMITHEEMNCAEFEENE ZIATOREMTEEN. RUBEZHALE
EMTHEN, HS, BENHOFICE TIEZDITEEMXIITNEZECESMITHEEM I E M
BETHMIRSHSHCE HMIRVETS EERRDREEATIEDHARICEYBALAIZEST-,

5. %t

—INRBITIE, ELIRBARES DHEE T RITEFHHAEES. METERT, RIFEEDILLIZELY
KRB EELEICESGELH D, — A —BUNEMFEETRELHICHEVTEGEHRBEEMS
SNEFIDHEM T RIFERIFTHRL R THAHD, — A IS RBEEEEZCIVHEHFRATRE
8% Tl RARICEEENHMEE-LTFRIARELGDIEZENHD,

BABIFEEZER M R DINZE P TRARET SFIAFEAE SO, ETHDHFHMNH MBI TH
Do
BERTICEN T, FM 10%REDEETRZEPIRINFET HEEZOND,

O EHOHFEICHELEIE

1.

BER(FUSNTEEERZGEMERFTER
1517712,686 A

. RROEE

R

. SIRBVRRAE

REEIL (EEHETHBHD.)

- REDEE

DEEEHFICEVTHIRADEBETREET D)

WITEESHY

- EBEENSE

1. /MNEBI(18 R i)
INRIEMHE ERFEERGEIZET D,

xINRIEHRERROEMS
BEEE. MAES. SHES. BFER. TEES (BE1T4. 28) . TLVIARE. KEFRR
(RRICHEHMT. AREEIHI0) . FRER KEREFEE BRERET. BHXEBREDSSE
— DU EDIERIEIHE

*INROMBEFICEL T, BYGE RN RERE (WISC-IVAE) Z1TLY, A D, EfR L DIKNEER
EDHREMEENHDHLDET S,
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BE, FEEOWVWITINMNIBUTIEEICIE. FEROFRICEDLLTERERELEZD,
* B EFRICETAHMIRIETRTFELAA#NDIGE
* FTELE RO RS ERLUANDFiiEE
2. kAl
N~4)DVTIDITEETEIEERNRET D,
1)Barthel Index /% 85 m LR
2) ABITIE, B NEELGEDQRALALGRENLGELLHY ., TO L TERMEEEREDLE
RESELLT EEEDQREMFIM T, SRNEEEIE T LEIBEINT-IHE

4)BRG(ERLOFH-LGEE, HIMOHER, HiM)XIZRI RO HIR)

O fE#siR#HT

40400 (1) ABARREAZEE) (CE T2 B BEDZ - ARICETSERKEDH LPEED QOL [.E
[CET S
HEREKRE LEEAFFEREREEZHAY EFMERNABRNESKE E€FEEAE
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<EEREE>
31— Definite X8 ET 5,

A. BEEFTR
L. NMEEELGE DERZEIIBHETHY ., VEELRDFARNH S,
BIC, AR ECHRELLZEH T HREDHEICIINMEEFEIT>T. ZOMDERZRNTS
CEDBATHD

1. INME &S
(1)EEERNRNIEEARE REERIDEL-BEICERIIAEAADNS,
(2)3HP3PME (REMER) NBIRMBIZENTHOND,

2 F=#b - mEATE. FRIMERDLL,
2. MRI KLU MRA
MRI Tl 1.5 7RZ(T) LLE3.0T TIXEIZH ) O FHI5RE D#IEZ FL V- TOF MRI 5L U MRA

(Time of Flight; TOF)JAICEY L TDEZTOMRZR-IGEIZIX. Definite FEEL OB OHEFZMHIEL
T&LY,

(1) MRA TEEEMHAEANIEBARERENIREXIEAELAALONSD,

(2) Heavy T2 sRERABEIRI- T, A0 RNIEBNAREE REBAS A AR EIARK T EBICME SN EfE/NDABND,

(3) MRA TAINEEZAINEL ., WEFELGECEEMERIAOND,
MRl b, KISE R IMNESD . INERFELZE ZDE<EL—RIT2D UL DAL flow void FERH
AHE. LOLOME (REMER) SHIELTELY,
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T BIARFE LR EDE A CERL TIL, heavy T2 SEEABIRICLDBEBIRD N EiE/NDEREEHEZES D,

B. HEAIZOH
030K (VY RBIAREREAZESE) (SRR TBEDEETHY ., FRICHSHELUDOMMNERE(E, FEHOEHP
B/IEL TN T B,
(WEEREERE(EGHITUTINTR, UV EE AR IEEE . 58T 2 HKEARL . MBS
mE%. r—J L ERE)
(2) BBHE 2
(3) MifE 5
(4) F o fElERE
(5) HRiZ HR i B e 1 B
(6) SEEB ST IR AR 5 D BE1E
T KRB REFTHEE S OHA L. OB ORELTEMLTLLY,
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<BEMmohTIay—>
Definite: A—1D(1)HMD(2)  XIF A—20 (1)~ () ZiFET=L.B ZBFRN LI DELOL0OREEZHT S,

BE. HLPHORICE TS, 2015 FOZMELERET CIHEZHIL. TERZHIIEVSAEFBESN TS,

_C. W
HPHOMmMEICBELT(Fig. 1)
MM EEEZREEFTOE., a: WESDFBEEMNILEL-MEFENSHEEINS basal moyamoya, b: IRE]
ARHNSEF B EIRZEH L TRIKNEARD RE % EME T S ethmoidal moyamoya, c: FREERENARD SRk ZR
DREWEMET S vault moyamoya DAT R AL PEPLREBEICRONSZENH D BEMEEOL 0K
(ZIE. REFIREERBEPDELEAEEEL LSO DML AIRIRO R ENBTEINDS,

HPHLORAEMER DR EICELT(Fig. 2)
NESEHRBIROPAZEMZTLDREICLVFAZRD T HIRRMGLDICHARDIENEFO NS, WTE
RIFABERICEYRESN D=0, BEZEHISETLIELOMNBERMICEELFIBTLLERAL, RE.
PEEIREMFHRICLIYTHOATOS O, IHAREORRATERSN-LOICEAL TIthEREICES
HIRFAZELDERI A BEELD,

R E RS2 L DT REBAD RIS TREIT SELUTDEIITE S,

5518 : Carotid fork 3R/NE. REEBIARIE RARDBKF

F28: 0L OMAEL. NFBEHIRERKBOIXBIZHLPLOMEARSNIGDH . B RINENARD K E B AR
AHERLTR A S (a [THEH),

FEIH: L PLLEBH, LM ENIEZ LATKINEIAR. hAINBIAREEA R LISH S (b [THHH),

FAH L OHL MM, LOLPMETRMEL ., BTRMEIAR, PRBBIRFENFEAERZGLD, &
RINENARA B E LIRS (c [THHH),

EEH1: OB/, REBIRR EHBIRNIFTEAEHK (d ITHS)

EeH: L PLCHEKH NEBRE SV BBIRR LY DA MRS (d [THHH)
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Fig. 1 £ 03 0MmME
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Fig. 2 L PHORAERELDHFHADE
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<EEESE>
1. /NRBI(18 ki)
INRIEMEEERRERENRHIEICES D,

*INRIEHERERROEY
EEEES. MUES. BHES. BAER. TBEE (BBT4. 28) . TUNARE. KEMR

(RARICHBMNT O AREETSL0) . FREE KERHERE BRERET. BHXEHADISL

12U L DRI KEIHE
* INEDRIMEE ICBL TIE. B E R AR E (WISC-IVZE) Z4TUN. MV D, EfR EDINIEER

EDREHNERENHDLDET B,

HE. Fit2—HAH

P DTN EYTHIEEICEETRZLEST S
2B BLE(S, BHR L BEE
RESELLT FRE(SRIE
EROEFEICEAOLOTEEEEELEEZS,

*x B EFRICEFA2HM)RVZTIRECK1)AANDIGE

* FHLEEE CX2) RUMEBSERUADFHiES

2. B A
DV~ DVTIhMNCEZETIEERERET S,

1)Barthel Index /% 85 L LLF

2)RABITIE, B, REELGEDHOAIGRENGELLHY. ZD L TERBEEREDRKE
ZEELLT ETRESRE BEELLS, ) DREMTIN T, SRINHEEER TLFIShZIGE

3) FTEE CX2) RUMBRSERMUNDOFMBE L. EROBEICHIMOOTERERELEZD

Koo
4) RS (ER L OFH-LEE, HinOHIER) Hi)AVZRIE (CX1) DHIER)

KL X1 HM)RI9ZTIFARUUTD1I. 20WT A DREEZZRDHDI5E.)

1. MRI T& b 55U i
2. MRI WU B &8 THONIMNERFME DFHZE

X2 FHBERIZOVT>UUTDI~4 OVWThIDIFREZRDDHEE.
1. B IS EH

2. B FmEH
3. SPECT %0 PET L ICKYMRT DN EIR R BIZFHMEL . EEMNERDH SN DRI

- 5.



4. M RH%ZFRYFIRARBOH 5N SEEHI
AFALEISEL D,

- 53-



HEBERY ST : Barthel Index
85 MU TZERRET B,

LIS R
Bi. BMELGEDEER. FEMNRRRNIZENKRZS 10
1 BE BAME(BIZIE, B TEU>THALKLTESS) 5
==zl 0
BEF | Bi.JL—F. VL AMDEELET (HTHILED) 15
) Moy | BEOHANMMXIIEREETS 10
FAD | BHZLIFATRETHADZIFT LN E 5
e LN IEF AT HE 0
B (Gm. B2, mEE. O(FH1Y) 5
3 ER
AN B RIEF AT HE 0
BIL(KRDBRE. BIBFREED. R—2T L ERGELFERALTVSIEEIEE 0
A FLE | DEEFELED)
£ EBANB. AEXZDH. KR, RIEKRITNEIEET S 5
SN XIEAF T8 0
. BiL 5
5 A
A NBIRIEF AT BE 0
45m LLEDHAT, HEE (EHF. STHREBRO OEROFEIEHLT 15
6 i 45m LLEDNBISIT. HITROEREET 10
HITTREDIB S . B FITT 45m LU EDIRIERTAE
Eiust
Bi. FIYLEDFERADAEELRE O 10
REER R
7 " TEXIEREET S 5
N 0
Bi.#. 97 RFT—  £EDEREET 10
8 FEEBAZ | BMHAoNMEZENGEEN. FRLULIEZENTITZAS 5
EEEus 0
BeED | RELGL. Rk LEOEKRVLATEE 10
9 UbO— | LFIKREHY. mE. LEORIRWVICNHBIZET HELET 5
L LFELst
HEFRO | REAL. WREBROERIKLVE AT EE 10
10 UbA— | EECREHY . WRFBOBRKRWIZNIZETHELED 5
L EEELS
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W E J OVEE FE S B O S B T D R

.ﬁ%w WD ERRIER . AT R ICRE L T WAL HE RICR B OBUED WA I, Wi
NORHO LD ZMNTHELIZAZR (/2L 43 ﬁr@&L%rﬁmfﬁhéfﬁof fife
PAATREZR B DIZIR D, ),

- TREBIAR ST D EIEE S FICOWTIL, EUREFHEEO T CIREMTh T DR

ST, [EIL6 2 H M Tl b BV IREE %E%##Mﬁé L5,

L RBL ERORED FRROEEE S T ELU EICES LW E TH DM, MR kT 5 2 &
MLFEIR B DIZONTIL, ERBHRORIZRLET D,
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27 FEREEEZAIRILE

O HM=

1.

B
1930 £, R Y DIFEEHE Theodor Fahr(1877~1945) NREBZMERIMEEL T, TORFIHHEL
225N TS, LML, T7—IL(Fahr) iREWDIR B TR BB S LLTERGESANHY . ThETD
ZLDETDRAVLNTERD, HiE B TlE familial-idiopathic b it i
1£. ##B5 TIEZEIZ primary familial brain calmﬂcatlon(PFBC):'Qré*%Q—tdr@% ﬁ‘?ﬁ‘ﬁbhf%—}b Y. .|;9x
BT, DMBEEDHKE—DPNETHDL
AEBE, MAREKICEHSALRUGARIEZRD ., TRROZHMEEICHLIBAEBINGINT L
DZEEREEEAIKILSE (Idiopathic basal ganglia calcification: IBGC) EEET b, =bhIZ, RiEHILRR
AHEBLOREOEEN B EFIBRLIESO R D OBEFEENHIBALES L. Riktt
4#%@%@1‘7;5 JRAESE (familial ldiepathieidiopathic basal ganglia calcification: FIBGC) |25 $89 %,

/e XN

==+ T N

PFBC ¢RIZETH S,

2. [fAE

FIBGC FEHIZHEWNT. YVVEBFSVAR—E2—D 1D THSH type Il sodium—dependent phosphate
transporter 2 (PiT2) % code § DiE{nF SLC20A2 DEENTHESINT-. BARADIERFIZHLNTH, KiHl
THBUCDELCFEEZRD. 7! =ﬁ¢Eﬁ]/\0)j(§'7§ milestone &7Eot=, Sl iR HERREF

SRTHNENES(Z PDFGRB, PDGFB, XPR1EW - HE - AIKIEMEIE B EE) iR . MYORG, JAMZ
LWV EERAEREEEG(GHER) ERADEREEEEFERESN TS,

3. fEK

BIEIRMDNO/N\—F VY UGER G E AN BRIEIR L /NINAEK . FFE IR (RTEREAERSE) . RAEERZE
FETEGFETEBDOTEHRMELAH D, EVATIER. CADATROEIIELDLELN KEBTEEH
FEFILHY . RIRETIHETH D, -, (BRMIEEER CT FIRALRONEIELH L. RIEEERFFH
£ P 7 T b—1 (paroxysmal kinesigenic ehereeathetosis-PKCdyskinesia:PKD) ZfEIRET HIEELH B, &
121, RELIFICEMEZZE T B/\BR - 5 1UJ%E (Diffuse neurofibrillary tangles with calcification:DNTC) &
®/EANZ EJ’ETZDT_WI% A SRS : i 35 3
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4. REE
BRAREEEEIELR DN >TULEWN, BIEFERZRO-BEDKRBRNFEM PS #faAS PiT2, M
MMy ERREF (PDGF) Z#ICRIEDHARILEIN TS, XHERETI[EHSHH, FHEEES ©OIFH
FEKIZ quetiapine HERBEHRENALLN TS, FRBEZNICHNA—F Y UREEHT HEFH
HY. JuA—F VU RE  PKCPKD Tl carbamazepine BEIRERH TS,

5. %t
FILA—)ILEZERT BEH T, BHAEROCKEREEZLOT WV, RREGFEEIZE-ST, RNAIKR
IEDHEITOFRITEHL>TLADEFRITNS,

O BEHOHEIRELEE
1. BEH
RIEH: 40 R . IEEHIFT 200 A (ARIH<KBD EER)
2. BROHE
THGEGTFEENREIA TS, )
3. MERMTREAE
R
4. READEE
HE(ERETETHD,)
HY (AR L DZHEE)
6. EEENEE
Barthel-lndexZ N\ T-85- 2l K -modified Rankin Scale (mRS) . BE K&, WIRDZNZ N D EFEMR
F=ILERAWLT. LWFhhh
BULZERRET .

O fEHiR#HT

(% 28 14 7 B8 SRS 0D
_ HRARE 22
Erk tEE=

: R BRIREMRILI
&:’Zﬁﬂbﬂ)\I_Lrllm*%%’fﬁ,l[%t/’ﬂ %
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<PMEE>

1. ESERAEIK
TEIZSTT LD

&g 2

2 fAsh B FRRETIEDE - MRERETET S,

BRI B8 BRAEIR (BRINSIGEIR . 7L 3—IURTFELRE) . TAD A FERFEEELE. 3240
fr o 1S = 2 L S

FUV AL FREEEE) (PKCPKD 73E) | /MNRAEIRG E DIEH - #HIFAEIR A5,

$¥15F1 PKD: paroxysmal kinesigenic dyskinesia FEHEEEFZERIESATRIT
F2 ﬂf’ﬁ&u’b’héﬁﬁ%f% FE] %l &Y. LIXLIZEFE LEEDERERDH I ENHEH =

&Z—H%ﬁﬂ%l}ﬁ‘lﬂﬁx?—ﬂ’lfﬁﬁ’ciir DEFEEEREE XXV THHUEEFHI—LBH
EGYSTERVWREZRDHEHELH D,

BEER CT L. MAIEERZECHENERIRILZZED S,
NEBLUN CITRUERRIEE RO LBV DN B E THD. RULTIERIE, AES
ELTHR(EE&

T10mm U EDHLDEIHR. 10mmm EKild 2K L EDLDH ., ﬁ;éb\(iﬂﬂt@‘mﬁuﬁtﬁﬁar'
fEISnZ T/MKEEIR AR . $RER . AR R B AXEI A AR . KB B B RS LE [CRIRIEZRDHDELDEFE
T%.
A1 BREICEVTEENARIEEEDLNEEDIEERS
F2 ARIEQOKRESICEST . FREBEEFIHBEHBALILEDP. Rkt THLOBRILEE-T
LOIERUBIILEEZ D,

3. #ERIzZH
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TRISTT LOLMABRIEZE RS ZRMICE-TREN RN TED,
FLLOELT, IR RIRRE (MLEFENIL S ™ Li(Ca), LY (P, iPTH ARE(E) | AtEEI iR

BRI REIE T IE (M FBH-0 L Ca (KIE) . At AMEEIFIRARMEEEIE T iE (Albright BEREE) . 3

7 4 »4(Cockayne) SEI&E . SR UZRFFFESFIVE) TR TAILT 4T T4L—)L (Aicardi=_
Goutiéres) fEIRE% . ¥ > (Down) fEIREE ., BBIRMA. ME 2. BRE (HIV RELRE . _EB VAL RRERE
fEXEE) . PE-IME - MEHIRABRLEEERN T 5,

-1 HHRMEE1  iPTH: intact parathyroid hormone 4244 REIRIRIRFILE
E2 NMNEHITIE., ERROISGAERRMEEFEICHSIKNANBIRIETHLAIREES LN SN, £47
J LEBENGEDEEFRENEEND,

4. HIZFHRE

4-2 $HESN TS IBGC DREE laah:%li%%@Wiﬁlﬁa{z(@ig{z)ﬁ/-ttli SLC20A2—,
d , XPRI, B3 BKEBNEER (S 'Iét..lah:\)ﬁ/

5. REFHRE
REFHICAAIEE R IRIEZEESH . DNTC ZETHDEMERE . SME . B fiE, SR TS

HEDRBIMERELELARNTESLED,
;¥ 1 DNTC: Diffuse neurofibrillary tangles with calcification (B4 . /MNR-%E1LJK) —DEEDHETED
B (3 RE RIS THY . ERIICIEERRRIC IBGC LDOEAIICHET 5.

<gEohTa)—>

Definite1: 1.2.3.4N&T&HE=TED,
Definite2: 1.2, 3.5D&T&im~3+D,
Probable: 1.2, 3QETEHE-TED,
Possible: 1M D2%i#=9+MD,
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H A Bmodified Rankin Scale (mRS) $|5EH #=

modified Rankin Scale

SEICTRER

EERALL

BREERRUEBIERNKICEVNVIRETH
%

FEIR (I HOTHRALMEEFIFAL:
BEDHDHPLERILITZAS

BREERKR T BIZ(LH DA, FAE LLAT
MBITO TV A PESIHIR T VIREE
THb

BEOREE:
RAELURDEBNE TITAS DT TIEERL
ALBEFDOEOEYDIEFMBGLICZITR
%

FAE LRI MDA T o T = FEOFEHIR
FHHA. BEEFFBILTHWSHKETH
2

hEEDESE:
ASHDNENELEETBEMN, HITIEN B
LICITZ%

BV AREREZRMALSMHRES
ENBELBEETHIN. BESHT.BE. &
FELGEHDHFF. FMLUGEICENBIZRES
LBLVREETH D

PEENMEEDES:
SIS ARBERICENTINDETH D,

BESIT. BE. BELGHOHRE. bMMLE
EICINBERBELT DM, Fiha &L
WBEELLGWRETHD

EEDOREE
Br-EY . RERE, BICNELRTFYELE
E9%

BIHEIDNBELELT HRETHD

A

SR EXE

|

0. fEMZAEL
 BFICOER. BEBELECHRVVEEDERNH AN HE4F - BEAFITKELL,

2. BYHMEDOIXC. BEROEEDIXZLELT D,

3. BE-XBERCAOHADNBEIZET D,

4. EBMAGEROMREENEERE, PIOBIRRELGE)ZVLELT S,
5. £EMICIEROMRBERAKEFL TS,
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IR (R)

o

JEIRTEL o

EEQETLEDMREFHEN. HE4E - BEEFICKELL,

PREED I BEDBYNEE DERD B,

MR KA BEER DB F127805 . HAWSEBEALBEDHELEFHETRUNDNELS,

EEDRS|HEHVIE R SHB R EFERANBE,

LI Rl I LA o

S EVFSH SV TR S R E ANV E,

ST R OV I AP OIS |2 45 1 % 8

1

. AW O D ERARER . BT REICE LT, WA IR B O ER 220G, W

NORFHOLDOEZHNTHEL AR (220, HRRMOREZ R TIARERSE TH - T, Ml
REZ2 b DIZIR D),

2.

BB (236 1T 2 AEE B DV TiE, @EZREZFAEHO T TIHRREMTHOA TV HIRETH

2T, EHIL6 AR TR b EVIREBZ EMS W5 2 & &35,

3.

72¥. SERORE N LRLOEIEE NS CT—EL LIS LRWETH L2, @R ER L ke

D ENMBEREDIZONWTIR, EREROSELE T 5,
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28— £ HMT7IO(— R
©

O =

1. &
—2 5% T7I044F— X (amyloidosis) (&, #R#BEZ L DOEHETHATIOMD 2 HHH/ITLET
BIUICk O THEEEE 5T RECT —EDEEH TH D,
—FIOCRIF FEEMHICZADY T HFOVT— LR 2B TERBICRFY, RAEMBTTRE
TITNT )= BOEBERERTIDTHD, EREMNILARBE (U T+ A—3aV) EELSETTIA
AFELTHRELERBRESIEREITIEN L, AV THA—2a3V0mD1DELTIRALNATLNS,

2. [R&A-

—ZNETIC3 36 BEOTIAMR—LRABHESNTEY., ENTNIZEITH7IOAMRDERK., ILE
HEEIEODHEIZEOD, ETICTHBTREEZONTWS7IONNBHBB#EFE X, T 7IO0/FRRRE
(RTER{R) EREAEESN, RIZENATORYI I EZIT. BEE . BELTTIOANEHELDENSE
DTH5,

3. fEIR-

—T7IOAR—Y ADFEKIE, TEAMFDILEICLDHERE - ABOEEICE OGO T, RE S LICRLHEE
RIERERT . 2EMTIAMNRF—RATHITCEEITARASER I L HESH. BB 0D T7IOMNEEICEDIME
KOHIEBEEE ., BERK (RT0—E4E) . REHEES (FROLUNLRE) GETH S,

—REEDREDBFHIEWICTIOARAF (A ZEZT TILIYNAI—R/THAIZE. F-. B
BECIENOLERADTIOAREF (FIAARTUOXANF)ICLY . NEROREMCERE. RET
[THUNEIMESIEFRIT ELHM O THREEELMBETH D,

4. BEiE-
—INFECTHERENEARTH D EERK[EABTRENAREICLGYDD2HDL BRELFERE
S0 8E (AL TIAAR— RIZHLTIE. aEi*ﬁﬂﬁﬁmﬂﬂiﬁl_%ﬁmL,f—jcgﬂ:q-%,f%éu
FRINTYIIT ZS5YLITLE QEIRAEE !
%M#Mmdﬁe&w*w%@a&%%@% B A ENE LI L EEEDE
x)]li?b\'r\‘c“#’b'ﬂ\é ?J—ZWE——GIE{K|$|‘7/Z"j"fl/7‘/(ATTRV)7\D’f|‘ DRITH L TITIRAIESE
2 — FFBBICIA PSR ALFY (TTR) MEARREILETHLA
77\/X&$7EQE%(S|RNA BH) THANNF LIV DAY —a—A S F— D FHRIEIH S A
BRSASEIRASN . A THRENEB SN TS 2T7SVRICAL TSI L GHBHFER NSO RAFALFY
(ATTRwt) 7EAA R =L ZDMMER IS T B E shiEHEIBAS N BB EHE>TWS, B 7IOAF—
DADFHELTENENRBINHREERE T TS, 25 ETIOAF AAA) 7IAAR—I R TIEHRY
DIFERERTHRAGEREFMZ T, i L6 FRERFZAVABRSENTHAHIENHL,
[T7E>TETLDS s ‘ > PREET SRARD L




5. %%
—JRBNZKYELY, BAZLHID ., BAMIZETEDOREEF-EY., ABRELETNIEFEFTRTH D,

N ~
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O BEtofIEIchELBIE|
1. BER(ERUSHTEEERSRELREER
—1.802) 3,131 A

2. RFEDHE
— AR (TIOMEBELENRELS, TOHF ETATHS. >

) 3. HMRMEERAE

—RHEIL (RHEREAEHR)
—HOEETERREEEOND_LIEHHH ., MEHTERANBETHD.) 4. K

HoEE
WEGETHETHD. >
) 5. M E%E
—&HY
6. EEENE
—T7IAMF—L RO EEENBEAVT2ELULERRET S,

O IE#kieftx
704 F—2 R EE]T%)EHEHF:JJIJ

R ERE
HREE# AKXEE

BHAZESHATRELNT KB %
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<BIE>
BERRORRLLSRLE 2 BHTSOF—Y ADHE, ZRIEOHEICETIASF—S REHRI,

1. AL/AH T\EI'ﬂ*
1l

G HETH5E0(ER<)
2. ATTRwt Z7EAAF— X (IBJES senile systemic amyloidosis: SSA) (JE-#la D AR BT BHmEEIFERS)
3. ATTRv 73AA4F— X (IBJ% 4 familial amyloid polyneuropathy: FAP)

4. ATTRv LSV DEEHEESHE

ET7IOfR— RDK
%&%uar % FAP AVoIhaT ., 1&@1513[&%%[&7\D4|~—*/Z#La—?£%%—
BISHEAAZ BN, B —lEERCA LARBEM 70/ F— XX

¥ LYY (GSN)  THRYRER (A-1(APOAT, A-11 (APOA2), C-11 (APOC2), C-1lL (APOC3) ) . ) JF
—UL(LYD) ., F4F) /=52 (FGA) . Y RBFC(CSTS) . R-3/05 07 (B2M) . T)A U EH

(PRNP)13.E

1. S5 0T ST SAARE—S R

+ ~ LS —4x

[*]

FZAETTR(AL/AH 7SAAF— A =
1S L ThHd) DMEE

AL Z7EOAR=SRIE B/2O0—FIIVEREITOT ) EEBRROTIOARIE GERBIRIINEL THREEES
EHELDRETH D, BRI EELTERE, D, M, HEE. #ETHa . 25D EDMEHFLEET SN
2%, ERDMERENEESNS Ebhn S, B—0iEE DE- -t Lt dhd, E/70—F ) GRE
o) BHITELLTERNOMEMENSEASNSLEEZONDD ., MELIBE IFBRENRELLEH
%5, — A . BRBELEBFICOATIAAREEEZROHLELHY . REET7IOAMRF—L REFIEINhE B EEX T
Shd, ZHMEBHELLED B MBHESICHERLEVLOEREHEME AL 7SOARF— R, SR BRHELED
B MRS BT HESLDERERM AL 7SOAR—L REWVNS WTht, BE/00—F IV ERES O EEET
AiffaEiEr LT aBEnThnd,
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25 AL PIO/F—RDEME#E
Definite, Probable %1% &9 5,

WAL 73OAR—Y RISFDEBEZ N DERIERIBRERTRZRH D (K1),

B. RIEREMR
LR Ta d—LyRrEaEE. BAEMETIC 7YV — aDERITEET 37IA/REEERD
50GE1),

C. 7IOAKRABAELY
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TiOARRBEFREI OTY  EEMFPBEHGETHD (F2),

D. M ER3E
MAERBAIVIERPICASZDm—22 M BAEHDEABE DI INS (REESR KL, REBETEE,
2Y—FGAF Ao DVT M TIRESND) GE3),

E. SEERIZHK

A DEEFRIEIEOCREMREZRT ABEEDH LS MMEREEZTHITBRNAT L FITDTIOAMF—RADIEFE.
MGUS (monoclonal gammopathy of undetermined significance) {3 ATTRwt ZIOAKR— RAEBE TEAL
DT, ATTRwt DETE % - BT O0—Fv—hkY ATTRwt PSAAR— REHERITBRN T 5,

(EEHmnHTII—)

Definite: A D 1 THELL.E+B+C+D+E Ziilif=4 . LLIE. A D 2 EHLUE+B+C+E Zimt=d , f=F=Li>
g, Bhig. FFiBICA OZUEBEAHY. E5IC B+CHE FiE-31881F5. 1 BBTLEHMHELTERS,
Probable: A M 1 BB LI E+B+D+E %iiif=9,

(R1FERFIT7IOAN— RTEREAGETEEL ZHMOAYAEEZ D,

HE BR ERAE 1% BREMR
L7IAAR—Y | DREERBON.F | DEMS. RBEEREES (EEJ0v). fiJovy, LE
Al2EBHED fB) . BLE K REEEESE) JODEERENR, BREESIEE . WEREEE QS

INZ—2 (V1-3)

DEBRPEE(BDLELEL) . DEFREE, ELLVDE
YhEREEFEE . (LD E D T O—EE JLAE (granular sparkling
appearance) . IMERETE . FIEE . ZEEEPD longitudinal
strain {&F (apical sparing)

M9 BNP/NT-proBNP &fE. I FakarR=>2 T/1 B
fid MRI [ZHITAEZEDRIET DUVFEAMBIEES . T1 XY
ELJIZE+5 native T1 EIE ECV £EF

B7I04F—2 | FE. AEEM EHR(05g/day X 0.5¢/g:Cr. 7ILTIUNE)

RIZEBEDxrx MmEFEILT7FZIEM, eGFR KT, FR NAG 50, FRB2-34
a5 aJy i

R7s04k—> | BEX BRARF#EE>15cm (L FL£ZB45)

RIZ&LBED FILH) I+ RI7EA—EEMOEE LRD 1.5 )

FEAZE7IO | MEE#HELOFR) . | BHEEOHBRCEREREE
AR—SRIZED | —O/SAF—ERK (EEEE
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0 HOBREZFARELT:
ET)

BEMETI0 | EiutHEmE. TH. E

A= RISED | BB BEREEE

§310)

HIEE7IOAF | T, BES. BRTIR.

—LRIZEDY | BEAE, BRIRTE REEE

(] B

B-#MH7304 | FREERHERK(F | #aBEERECETLTFIREMDEEEE

F=2Ri2EDE | LUK, EFE)

)

BAET 732HA4F— | Shoulder pad sign. B

DRIZEBLD | BX

E7304F—=Y | EE

Al2EBHED

RET7IOAN— | &R AERRAEE OHEET

DRIZEDLD | B

ZRMDEERT | FARIROERR. )/ | CT LUFAMEE EMESE/ NF—>

SOAF— RIS | HREDEMEEX BT

L5310 (MME7IAARISED) ;
FAfiE (IR T4EREK)

*RPTFEIE B oS RAEZA UIZiREH SN2 EE DE1Z (Gerz et al. Am J Hematol 79:319-

328, 2005) .

x POV Y RAAE AV TEHIDEFREAVEZZERE O12mm) |

skx MGRS (monoclonal gammopathy of renal significance) D—&RIFB7IOAF— R (2&5B,

CE1) MasARIT, BEEAER . OBERIR. EILE . BHLEASIRILI-DERANTE B LEESES
A oERY HLEFENHIEEREDH TERERDIGS FRBMEHILETIOAN— ADETREELAHY.
T, T, FEHEEQERDOHR,AEREISOVWTEHMLCHEENDLETHL REMETIOAF— X LR
RKDZEHEM BERIBRHSNEVMGEA S8, B+C TEMHETE LD,

(X2) MGUS EATTRwt DHFRBINHAHT=0. FIOAEAREIT 0T BEHGHETHH L. MBEH DR
PICMEBMEASNDBE (I T—L YRGS CMEEHE LI AT ORES 0T 82iE%SIHY
BDHELHD REFEEIZEY ALRIE ALAH), ATTR (-), AA OFHERT 5oL 1 ILLE. EEnHE
(LMD-LC-MS/MS) TYSOAFRRAER R I 5. B TOERI RS E (L, 7O F—L X
F HIRABEHEIE (http://amyloidosis—research—committee jp/) |IZFRITIKEEN A RETH B,

(E3) MEBERADHRHICE, MEFEREEEE, MET)—SAbFIA (¥ AL) RURBEEEEDEMH
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RSN D, RERE KR EBRABEEY RIHBEANEL,

@ AH 73O4K—T R

EEHE

AH 7304 F—= R(E, B/90—F )V EHREST OJ) U EHEBROTIOMRHEH Dl TiLEL THEEEE
EHLBREETHD, C<HRETHY . R, MIRISDONWTDFEEFOI-AE T4 BRMAERIIRE(CEE
FA-OEFEMIETATH S, 7SO EDILEREZE L, B, fiE DRGEDHEN LSS, FRIF AL 7SAAK
—SRAEYBWWEEZON TS, MARICIETEE DO M EALFIBASNEIENBLY,

25 AH 7I0/F—RDEMEH
Definite ZXRET 5,

A FRRFEIRRUIRERR
AH 72O/ F =L RICEDEZZ DN DBRKIEER FREMEZEDH S (K1),

B. RIEREMR
AR Ta I —LyrEaEH . BABMBTICT7YILNLS ) — BanERTEETH7IO(NEBEEE
H5HGET),

C. Z3IOAKREAELY
F7IOARRBEFRESOJY EHBETHDCE2),

D.M EH
MmEHDNEERFPIZM EAIIBASIS (REBRAKIE REBEZE. 72U—F1AF A>T NI TR
Hah3d) GE3),

E. SRk

A DIEKREFEOCKRBEMEZ XTI AIREEMHDOH A MEELZTHIZHENT D HFICDTIO(NR—ADEE.
MGUS Z4S5ATTRwt Z7IAAR— REBEETELLD T, ATTRwt DA% -0 —Fr—hIXkY
ATTRwt ZSOAF— REHEEICRIN T 5,

(EWmnhTI)—)
Definite: AD 1 IBEBLLE+B+C+D+E Zifif-9, bLLF. A D2 BB E+B+CHE Fif-9 . f==ELIDE. B
fig. FFiEICA DZLIEEAHY. S5IZTBHCHE FH-3158I1E. 1 BETLE2 M ELTRS,

(R1¥)AH7EAA R =L R CHEHEB THY  IREE BIRICOWVTOEEF o1 AAE TG EEMIETEATH D, 1
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SDTUTDERDELSY, BERBIZEZEBEMRIFALZSOARF— X(ZELCTHIBTT 5,

HE

B AR AE 1%

BREMR

LD7IA4F—

DALER(BYN. F

LEME. RIBEEREE(EEIOVY. MIOvI DE

A2E£BED

B) . BE K

RIEEE) O DEMTEAR, RFEEER. WEEEE QS
IN3—2 (V1-3)

DEBEE(BDLELED)  DEFREE., ELLVDE
YhEREEFEE (LD E D TO—1EE JTAE (granular sparkling

appearance) . IMERETE . FIBE . ZZEEEBD longitudinal

strain {&F (apical sparing)

Il F1 BNP/NT-proBNP &fB. MMALEHER=2 T/1 S0
fit MRIICEITAEZEDRNIETOUFAMEEEEE, T1 Iy
E>J12811% native T1 B3E, ECV L5

B7i04F—>

b E N )N

RIZEDED*xx

E B (005g/day X% 0.5¢/g-Cr. ZILTIUMNFE)
M;EIL7F =80, eGFR {ET . FR NAG 0. FRp2-34
oo aJysiEm

F7304F—>

FriEX

B AFHEE>15cm (DT 2ZBRI)

Al2EBHED FIN)IART7E—EEMOEE LERED 1.5 %)
KEEE7IO | DMMEREEMOR)=a | BREOHRCERERE
ARF—=L R(2&D | —A/SF—RER (TR
§310) HORBEEEZTIRELS
ET)
BEMAETI0 | By ENF, TH. &
AF—=2RISED | BB, BEREE
§310)
HILE7IO4F | Th,BR, BT,
—LRIZEBY | BEAE, BRITE BE(E
(2] #
B-#gE7I0q | FREEEHER(F | R EEREICEHTAFRERDEEELE
F=2RI2EDE | DLUN, &R
)
&I 7304 F— | Shoulder pad sign. BA&f
DRIZEBHED | EX
E7I04F—= | BEE
RIZLBED
RE7IOAN— | BEAEHRAEE AOFEE
DRICKBLD | £BE
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ZRMDIERET | FIRIROERKIR, U\ | CT LUFARE SRS/ \E—
SOMR—= RIS | HiGE DIEMEEX ; BRAT
£54LD (ME7IAARIZED) ;
FAAE (R T4EREK)

*RP TR, BB Y RAE_ AV (SEEE SN -l ERIEE D151 (Gerz et al. Am J Hematol 79:319-
328, 2005) ,

fx PRIV B AAE AL TRIDERRBRVEZRERLE O12mm) |

#kk MGRS (monoclonal gammopathy of renal significance) D—&FIXB7IOAR—L RIZL B,

CE1) RESRAER(T, BEERAERS . ORERIR, HILE . BHGEASRILIZLDZANTE B LEEER
T OIRIT DL EIF7EL,

CE2) RBEABICEYALA), AL, ATTR (), AA O)ZHERT 5. HDEETHY . BEDMBHEAZAL
EREZFBICEDARRBDBMEELHEIL TR0, T BEHHTIE (LMD-LC-MS/MS) ICLYEHD IEE
FHRT L AEEHLIBREOMANRESINIZIFE L. AHL (AHFAL7IAAR—S REZMT 5, BT
DEBHIEETIHE (X, [7IOAMF—2 XI(ZEH T B RAE AT (http://amyloidosis—research—-committee,jp/) |
[ZERATRRED AT BECTH D,

(GE3) M ERDBRHIZIF, MFREEEE, MEFT)—AbFA2 (£ ) RURBEEFEEDEHEL
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HEIND REEEEXIREBRABELVRHEBRENEL.

2. 2BMFERINSUAHALFY (ATTRwt) PTEAARF—SREPEEHE
IBFE% :ZEAEE B E7IO04F— X (senile systemic amyloidosis: SSA)

EEME

ATTRwt 73AAR—2 R (&, FFAR TTR ARRALERGY, EELTOE, B2 - P A (FIRE. ERMHELL) .
B BRER, KRR, il £ alidaR | IRREEE LD, 60 L EDBMEICEZ U, MEAFEICBISLTVEHESE
ZoNTWHA, FHERESTATHSD. ERICIEFALESEYISBE SN TORWMEBIAS<FETHEERX
D, TTR MERRELAREKEDDEERD FERERET HEHMESN TS,

254 ATTRwt 7SOAR— XD RRE %
Definite, Probable Zxt & &9 5,

A BEFREERVREMRR
ATTRwt Z7SOAR— RICKBEEZONSEHRERXIIBREFRZRDHS (K1),

B. WIEREMR
DEED LSt DI T T Ly R BEE . BABBMBETICTYINI -V BOERTEET 57304
FiLEZRDHAHCET),

C. Z3IOAKREAELYT
FIOAREBE XS RAYALFU (TTR) BHETHB CE2),

OFT574—
RBELIE
D. [ EERINH =254
WnTe EOYVEEHDNEP " TcE FOFXF UAF LU DKRAKR VB UFIS574—TILRICBES I #ERSINS
G¥3),

E EEFHRE
TTREBIRFICTI/BDTLEHSERERDIL,

F.M ZEBZROECES),

G. $ERIZH
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1. BB-HHEHEEDOAICRETHEB M ATTRwt [£BRY T 5,

2. A DERKRIEIERPCHEREMREZRS AR DHOMEBETDITRNT . LELDIEXRERLSHFEEELE

ATTRwt PEAMR—REDERBINEFEET HEICHIBNDETHD,

(EZEOATI—)

Definite: A+B+C+E+G1 #&1=-9,

Probable: A+D+E+F+G2 &=,

(R UTEA-FIHEREICREZERIH, FFHRBFINFEONSEE L DRY TV, HFIERF7IO(R—

VAICEENGARRETEEL SHMOAYAEEZ S,

EE)

BEH Bt PR JEE {1 BEMR

D7IAMF—= | DRRER (BTN, F | DEMS. FBEEREE (EEJ0v). M7Ov) LE

RI2EBHTD E) | B Aok 1 RIEEEE) O DEETEAR, REFEEER. WEEEE QS
IN3—2 (V1-3)
DERPEE(BLELED) . LDEFREE, ELLVDED
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