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(Wolman %5)) L&Y TEHE ( ) L&Y 2. triglyceride (¥ L&Y
2.3 (aLATFr—LT EEE (0 ~ ) 2781 L&Y 2. 721
AT MERHE (CBSD)) 2. RNt 3. REN 2. 721 3. Kt
27 &) A5 Lamp-2 OS5 LT ROSEH Lanp2 Dz 7485% TR (), R
(Danon J) L&Y 1.®Y L&Y
2.72L 2.72L 2.72L
3. A 3. K 3. A
28 e 7 VSR LR () STALIN D5 SLCI7AS (SIALIN Hr 255 PRepitgEs 7 VRO 5 TR (RO, D SR
2. TP LdY L&Y LdY LdY
3.9 Salla i) @) 2.72L 2721 2. 7L 2.7
3. A i 3. K 3. AR i 3. A
29 trAf RYRTAF ) =2 LT PPT DR /e T (VD) o2ER A
2. FLR LdbY TEEHE ( ) L&Y Gk
3. BRI 2. R 2.72L EN )
4. AR tripeptidyl peptidase 1 (DFLH 3. R 1.GROD 2.CV 3.FP 4.RL
5. RN LdbY TEEHE ( ) [FfEA T (A o2 LdY
6. FEERRL 2. RS 1Y 2.72L
2721 3. AR
3. REN PRI, St 2 D)

TN VST 25
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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
3. ST e 2. 721 GE~T oiEe) 3. AT 3. RSt
2. A5

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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172 {BHRRD7A—EE
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1. E

BRRI7A—EEIL. BT BETEOBARIE. (BAREELASSAMERET, BE
WaEZERD . MBEPHBYITFRZITZE—LET LA KRR T73—F (ALP) [EAMETTEHDAE TE4F
BMLITLBERMEETHS, LB ELE DEEHER LT VNAZRDHE5ELH D ALP DFEH
ETICEBRNERETLARILEENE THAE QN VBN ETIEEEEF L LLERL, BFIDYY
REOHMMETIHILITKY, BOERRIE <SRG IIILEENIEEIINS ALP ODREET
B phosphoethanclamine—inorganic—pyrophosphate TRATRIAZ/— /LTI EQY U BE)—pyridoxal-5=
phosphate, EVJREH—)L 5" -V EED LR AHLNDS, BE-EEBARBUE(SHERETH IS FF
ERIHENZVD, BEFIDPICIIEREBARBEEEBH)EREEZTIRRILHLIFET D,

2. [RE
HBEHFRUERERTILHIRRT 74— (ALP) DREBIZLHEESN TLVS,

3. fER

BOLAEEEIL. BRIRIE, BER. REEHE. EEEOMBRMILEK. 2R, (TOhA . &AL
LIMfE., ZR. BEREER. AEENAE. BERESORHES. JLEORHAEL. MBI, B
FEFDH5,

4. jakik

B ShEEAMEGTERTBRAREIELSETEHICHLTTIVAVKRRI7E—HEEERET
EDEEN AP ITOND, BEHIH T SBREFRBEDENMEFFEIL TLELIRRESRDD,
BHERCHAETEERRBICEDGERNFET DB EICEIREN AT TEL, HRINEELEH
FEICX T DN FHABNBEICLEDIGEELH D BEBEEHICHSTHEZFONAIKESID B (K
FHETHHAREEDNBLD T, £T B D/ EEREAD, FLIRETIHLIELIET AL Y LMEAHSH
RO INITHUABDIL L I LINYZEDFERLGEEDHIL L D LIEERGIRATTHON DL, BiEKEE
LB DAEEENH D1 BRBRBEELTHAT 5.

5 F#%

FRIIBRIZEYELS, ETHEE : o
A =B N TE REES< Pt BRI R A E CIEASAEB R T EEN N TThA
I SEERSENEEFEFLE AR FIHFEEABRHAIRCTL AARGEORERDLERT
ZITEIFTHLD . BARBEELCETOEICEETIEHEFTEIYZ S,

el 1l Ay

SEN A EE (D4 72t Q
D el
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O EXOHEICHELEIE
1. BEHN
#3100~200 A
2. RIRDHE
TH(REIF ALP EEFOEERLN. EEEDEBWVIT LGB L TETLVAL, )
3. RMLAERE
REESL GHERED H, )
4. REIDEE
WE
HY FARVHERDZEEESHY., )
6. EREENE
modified Rankin Scale (mRS) . BE K&, FROZTNZTNDOFFHER 7 —ILEZANT, WFhhHBLULEE
HELET D,

O 1R
MEZ+ R T75—EEDE B &L BRI [ 1= EHE R BRPRAIIRET )
HMRAKE KRXZXZFREFHRE/NERT iR KEE—
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<BMEE>
BHRR I 72— ELTEE D SNT=L.D (Definite) ZXHRET B,

BRRO73—EED R ELE
FREK
1. BRRILES
FEM X BARELTEDRARILL, REBDER. (HRFEDBEHIHATER
2. ALED R E (AmKiEDLE)
FREMR
1. [tu,ﬁ7)wJ'J-hX77’5! t(ALP)1E75\1&L\(Eﬁ’*i‘:IJODIE%FEL,Ia:

SEREIR
1. EAZY Bo ik FHEITLVNA
2. MiksERE. £/

SEREBEMR
1. RPFRRIHFTILS= N F U RAKRIZ/— LTI D LR (RPTI/BOTOEBICHY)
2. MFEQ)UBEEDER
3. 3LRICBFEEHIL LY LIfE

HIZFHRE
HEEDH. REZHO-OITHBIEFRGIERREL ALP (TNSALP) B FREDRRMELEREFOMHER
3%

SEmMR
1. RIEEE
2. MBEOME ALP [EQET

ZHDhTIN)—
FREK1 DU EEME ALP ERENHNIEEREZED ., BEFREICSYBERGEEESZFVEDLETS
#1925 (Definite) o

S
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<EEEDE>

modified Rankin Scale (mRS) . BE X &, FROZFNZENDIHER T —ILEFRANT, WTFNHAAILEEFRER

E95,
H A fRmodified Rankin Scale (mRS) HIEH#EE
modified Rankin Scale SEIZTRER
0 | FEol=JEREMELY BREERRVMEEIENEDIZHEVVRRETSH

%

1 | EIREH O THEALIGEE TN
BEDEDHOFERIITAS

BRERR UM BIRIEH D5, R LR
ABIT> TN AL E B HIRIL L R AR
5%

2 | BREDEE:

%

RIELIRTDEBMN ETITASDITTIEAL
N BEZFDEOEYDIEFMBIGLIZITR

FAE LART DN DT o TUL= A FAOFHIZHIR
FHHH. BEEFFBHILTVDHRETH
%)

3 | HEEDESE:

oM DNNZEBLEES HH. HITENBE

BV oL R@MEAERIALLAEGEIC
FNBZELEET IS BELHT.BE. &

HITOEFEMEKRIZIENTALETHD

LIZITZ% ELGHDHEF . MLULBEICEMTIZREE
LBEWIRETH D
4 | PEEMEEDEE: BESIT. BE. BELGHOHE. ML

EICINBIERBELT DA, FiRar
DBEELGWRETH D

5 | EENEE:
Bf-EY, k2K
bt I}

5

EBISNHEERSTYVELE

BIENIDIBIEZLELTHRETHS

6 | T

B A2 22 bR

BE-RXE N

a ~» 0N =2 O

JEIRTEL .

 RICOE S BEFEAELLVVEEDERLHHH ., HEEE - BREFIKELL,
. BYHEOIXRC. BERDEENDIRELELT D,

. BE-REBEERC@ALHAIDNITBIEET D,

MR OMREENMM@ERE. DOUBRRELGE) ZLEET D,

- 2EMICEROMREERIKEFLTLS,
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% (R)

K2
1.

.01.4>.w!\>eo

EIRIZL

MEEDETLEDMREH DA, R4 E - AR EFICKELL,
MFIRIEZED=OIZEEDRINGE DERLHS.

FEIRAER DR DY FIZ5, HAWIEBZALGEDHELEFHETRINANELS,
IEEDRS HEHNIHRMGBSEREFRANSBE,

SEVRH AN ERENTRIEMEERANDLE,

WL N VB FE AP SE OISR 5 R B I

4 W O 2 R E%\@E%%%K%LT\@%%@LK%&@ﬁEﬁKVﬁA ENA N
ORI O DZHNTHE L X R (272 L, YRR ORI 2~ T ERRIEIRE TH > T, i
RATREAR B DIZIR D),

L AREBRAGTR ISR D BAEE IS OV TR, WU EEREELO T TIRIEMNMT O TV 5 K5

ST, HIT 6 20 H [H T b EVIREE %EEWP#ILET% R RN

C B ERORED ERLOEIEE ST T ELL LIZZY LW E TH 50, MR 2 ke 9

HZEMPEREDIZHONTIL, EEERONGE T 5,
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C m=

1. BE

ShaVRYTREIE SR THEELSESSIN. BRRERN BRI HREERITL TS, SR
FIXIRILXF—FEEICNZT, FUHBREE. TR R AILS I LAF 2 DR BEEHEHAEICH
BH-o TV 518, SFAVRU TR TIEINS D EYFHIEEEN T L TL S A REMENH S, LHL. ]RTE
DECAEPAVRYTRICE T AHEREDERIIRIILF—ELEETEZEZAONTEY . ZOIRILET

21 SFaVKRY 7R

—REEFICIORENELRTHS,

2. [RE

ShaVRYT7RDIREAIL., #% DNA EDEEFOEEDIFE LAV K7 DNA(mtDNA) DEE DS S

H'$H %, #% DNA LDEEFIE. BET TIZ 200 BLVERFOEEARESINTLVD,

—AH.IRIKD mtDNA LIZIE,. REEHE. REEZ(EMEIL) LB BF—HERNIZHTEFEL
TLVS mtDNA DEMNFALLTH(EMNZER)BRDIERIZLES, B9 TIC mtDNA L£[Z 100200 BB X 5

HRHREEARESN TS,

3. fEK

RERHGIFAVFITROBFEL, EIRHFEATPRBREREELECZHLTOIA, REFhs

£ 5 DlERERE S HFLTE2L DEFCHIRMIRERNRVESLEHEFEL TV S,

RRIGRHBERE, LTISTT XG040 5H0. ChozilAaabhbE TR TS EEIX I,
VRUTREDNRERONBEICES N 2HEAZ VA, E—DRBFERLNAZENEETIE, BHMEHIEE

STET LML EEZBHICEDT TREEZET HENFTNTEL,

, BRI, IA T E—X A K IREEPRREIR, FIREIR T,
R AR e L R .
AN, FEHER, YA h=7, Sz /F—
B KT BT, & CKILE, I A/ 3F—
ol REREE | DFA T —=F S RT L B WPW)EERE, (DRIE.
Jiti v 1 SiE
iR BAARREZE NG, SR bR, AR A R 2
Jit TR REfE S, T A4
s F7a—=Fanconi EMGERHE, FRAETERERE ., SREKMHLE, I47
e SR
JE PEIRI, SN A4
RT3 PREFERVER ML, JLIM BRI E
NH BB T HE
KIG /M | TR, R
B FITIRT, £%&
o WA B E., Kby v AffE
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4. BREE

5.

SHEEGE S BE AW REERICIECTEYIZITHONEIBELAHY . EEDLHIRELZRESED
EOICEHTEDLOTEETHD. ERFZAHLLGSICE. MERTH O/ 1) DRENBE
(2755, TANAZEHLIZGEEICIE. MTADNARIDBRENDBEIZHESTHAD, £, iMcEEFIIxt
FTER—ZAA—H—BHEOHIE T IEIERCATANEDFEAZICH., BED FTHOE., BMmd
N IEKEL A E (Pearson SEIEEE) GELREBENEE TH S,

BRBMERANOIHEREIE. TNETNOEMEADIVHILMBEICEDTHAS,

SPOVRYT7RHRORBEBETE. REOEASUAERRLLTENCTE LV TEY ., ZOMFTIFEIC
ME2 TS, RRIL., KBHEAIVEE(FA4T7 0, Bi<B.B1. B2, UREEGE) NALGNS, AT
'f.L\QJrOQmGDxJJ%IiHEbe"CIiEL\b‘ ﬁﬁﬁ#‘%)_&b\%h\ FI= MELAS QZE R K DB EFIE

F1- MELAS QZEFHEEDEBEEMIZ. 20V

DREFENTGH 2 F 3 BICRBRAR SN,

Fi&

ShAVRITROBEREBISEGICE>TENKEL, FDRERERS (K, D, BigGE) DERDIE
B, EHL TV MDBIRERD SSCEEIREEET 5. —RBBTFRICOVTIL, KD
BRFERBEHENOHTES LIS,

O EHOHEICHELEIE

1.

BEYR(FA2UTHTEEERRIGEILRFER
1,087452 A

- RROHE

FHRGEEFEEEET DELFH 200 FLUERESN TOOL FEEF (FBARETELY)

- IRBVTRETIE

G ARERBRG L RIEL (RHEREDH THD)

. REIOEE

DE(SHLTRBERGESHY )
M ELE
HY (REVIERRDEEWTEHE)

 BEESTE

PFELULERRET D,

O 'fEsmEMHT

Shav k7%, Ly NEIEREEDZH

REHEIL

MERKRE EifHFH- W?Eﬁﬁﬁntz@ MEMARRARESR B Rk H—

O NEEH
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<EORREZE>
Definite., Probable Zxf& &9 5,

1. XEIEHAE
(1) EEK
@ _EATIED IR T | BB RARIE . SIS IR R 2 5850 5
@_AEIRAT, FLBEIREE . M RPN, PR, 5. KEE. A7 B—X A VX
F=7 . PRI EOFRRARRIEIRD 5 B, 1 DL EERD D, FEXII-FEO LU
E DRI MREEE 2780 %

@_IMmEEE | OFAE/R & OER, UEHiE MLEEZR & OFREVER, IERERELE, B
PRABEFEREI T 70 & OBEIR . RUILTREE DA M 72 & O MEIER . TR FELLEQITHEEET
[BE.&EH, REGEKTREOMER, AEENA R, #YRIIRM - TH - FEFDHEHFIER
T D,

@ [RH R, FARBEREIR TEZ & DN UWIEROHEIRIE £ 58

® SREGIKT, MREARANM e & OIRIER, @%ﬁ%ﬁfoﬁ k D FAEIR 2788

© #HARPFELEFARAIC. REEE . REETZZDND

(2) R - WA

O_SharFY7 DNA OEM. EMEE XIE S FUT7EERFEI—FTAEEFEEER
HoD,

Q BEHERCEEME XE EROHLHEED M CHEBE TSI R 7RISR ERT
ROEFHEBEMRAZED S,

@ SFaUFYTEEEREROEMET Xk o= 124 Q10 R EOTRREMDORZ 2D 5,
Fiolidk, S Far R T DNADORBFAFEZRD D,

@ ZEEFENR B O S SUIBER O FLERME S VK L CTEW . XX MR A7 b A a B —THHE
EIZH B H B e — 27 2R 5,

—25) il CT/MRIIC T, RIMIEJEEZ, Bt I M PR E DR A% A2 38D 5,

BB [REMRAEICT, Azl izla\j'l:/rﬁﬁu“j%ﬁbfoﬁb\ﬁ*ﬁﬁﬁ?@ﬁ@%ﬂﬁ'Hiﬁﬂ% A HLE
VLB BT T f}ﬁﬂ%@%ﬁ%&ﬂ%k ’fﬁffﬁi‘ﬁ"xﬂﬁﬁiﬁ{%@tﬂm@ﬁ%—‘IQ—’DLJL@F)T%’F”

D50, B (BRE T ORIEN HIEE 6 1A LK) (2RI 5 ARSI R 4 mIRICER

i

ol 5 SR D HLIBRDHIANT) EEITa—. CT/MRL H AW IEFFHHTS
#;M@%%FEE( <. Haﬂmﬁ &éwiﬂﬂi*mﬁ%%

-t : A=
~

- .o - =
R
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— 7> +I—/1 n1n% LmljjﬁEHJr'ng;@im/r'ﬂ;i‘)*}J)r]\ -+ )1 S L= I 1l 7 DNA mZRJ:EIEElF“’i‘)
So—r t

LUBREAE AL 7 oS~ = A

2. BEHIA
(7) REEEFHRE
BRENEH, POLG, PDHAT, SURF1HEDIFaA R 7EES FEI—F I AREGCFDHEHN

INY T EERDH S (Gorman GS, et al. Nature Reviews Disease Primers 2, Article number: 16080,
2016; Frazier AE, et al. J Biol Chem 294:5386-5395, 2019 %S H8) , CCTULVRAI/NN T E(E
LUTFDLDZELD,
*The American College of Medical Genetics and Genomics (ACMG) M £ #£ (Richards S, et al. Genet
Med 17:405, 2015) T, pathogenic £L<I&E likely pathogenic EHIESNT=ED,
ShaVRU7 DNA QE—RX-ZERKXFOHEEE ., m.3243A>G, m.3271T>C, m.8344A>G,
m.8993T>G. m.8993T>C., m.9176T>C. m.11778A>G. m.13513G>A N\YFUNED R EE T, WA
EMESIN TS (MITOMAP B EZESHR) , HLITHFE - A LEHICHEELTAHSNI-EHEEN
HBLD,
- B EfE#R CIhIV K7 DNA DEHEE (EED 20%LUT) 1 $H5ED,
(1) IRIBRE
FrBEN @, BRI T D, BERIEHIR T UIREIEAHHME (FEY - ) 7 m—
LGB Z X1 D RRF: ragged-red fiber-RRE) | /& SDH {EEIME (=7 BEMi /KFEEER IZE
I % SSV:strongly SDH-reactive blood vessel-SSV) | ' kb7 1 — A c FR{bF%E K AERRAE.
PAMERIC L A b= RY 7R R s %mu&)é EJEENCR STV e %fﬂ(@é@éﬂfﬁfﬁ
BOM - MO I har R 7WRHERE 2RO 5, BOBEFERQHSEFRMERE
T b7 7 V—DZECEE - ’\f’”@;@%%%ﬁﬁﬁﬁ‘é
(42) BERIEE - B
Frdd e\, i, B AH ORI 2 WO o BERTEPEE ©, Bk, v
VB IRAGEHBIE KON TCA Yo 7 /VERERESE | NEE R B R 3R e & OTEMER T Gl -
Eﬁ?@ 20% LT i%%%ﬂiﬂ’? DIEH O 30%LLT) R0 5, £72id. I h= FU T DNA Ofs
. PRI T 2589
—@%DNA—#%%

izl == ANN= T PN
T o= 7V YO

(=) DIERDZERFTH,
LDEXT, BE7rv sz, JW7w v 7 WPWIEERE, LEAIE), ST-T B4, (L5 - LA,
FEEMEEMN, By Q. AR 278D 5, LT a—XT, JEEROHIESREEFTS5EE
ELBERPEARLRHEETEED S EHEREEROHIEREETSIESIFEEIAEED
% PLERFBAE K ELDARE . RO A E SR EE TSI RO BRI RS D E SR, ZEB/E
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EFEEZRD D DY T 7T 5T MBI TORY JARK T & e L o T, BMIPP
DY IABTLEZFRD 5,

() BIEROSE T
EAR GRBKIE T13(30meldi1+ (30 mg/d) LA L) | MR (JRiEHE CHRIMERS 5 /HPF LA
b)) CIT R U ERR (EWEMEELLE) 25805, MFREEFZED L (20meld20 mg/dl LA
) L 2V TF=MED ER (2mefdk2 mg/dl VL L) HRRD D,

(F1) MR DS B i L
DA (Hb 8g/dk6 g/dl LLT) . b L < IXYLIMERIFE (Hb 10g4dL10 g/dI, i EK 4000/pk
A PUF, /MR 10 /e g BLF) 28D 5,

(%) HEROSE T

FgBEEER (FSURTIS—E) LR (EELRD 2 FUb)  BEEEUIEV EF (1.5me/dl LLE),
mehfEAHES E S (100 umol/I LLE) | BEAMEE 23 RZFEIR (N AT SRMTRANESRIEE TRA .
ABHMR) . &7 E=F M (100 4e/dl LLE)  ZEEEE (PT, APTT QIR (PT-INR 1.5 LLE,
APTT FEHESDLRED 1.5 FLIt), 74T /=45 {ETF (100mg/dl Kii)) . (&R /D M fE
(TP 5.0mg/dl F71=1& Alb 3.0mg/dl X&) FEZERH 5B,

(7)) BEIRIFDSE T
MBEE (Z2fE = 126mg/db OGTT2BER -dl. OGTT2 B =200mg/dkdl, [ffHF=200mg/dkdl ®
WD) & HbAT e (EBEREE) =6.5%(thAte(IDSHE)261%)

() FLERAH
LFFEARIF O M A FLIEME ., & L < IIBEEFLIEME A4 VK 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 &l TH0(%
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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44 REERETANIIHTIREHETHHH. BELETLOMIGEENTEE,)
B. BI#ftITEEM
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1 fAIEGEKCR ADELN
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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) ABARHEAZEE) (CE T2 B RN ARICETSERKEDH EPEED 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 TDOEZTOMRZR-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. LOPHLOME (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
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4. M RH%ZFRYFIRARBOH 5N SEEHI
AFALEISEL D,
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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
BRARGTEEEIELR DN >TULEWN, BIEFERZRO-BEDRBRNFEM PS #faS 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-Index &\ T-85- 2L T -modified Rankin Scale (mRS) . BE K&, WIRDZNZ N D EEMR
F=ILERAWLT. LWFhhh
BULZERRET .

O fEHiR#HT

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

: R BB RILI
&:’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 CITRU B R RIEE RO LBV DN B E THS. MULTIERIE, XES
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 . FREBEEFIHBEHBALIEDP. Rkt CHLOBRILEE-T
LOIERUBIILEEZ D,

3. #ERIzZH
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TRISTT LOLMABRIEZE RS ZRMICE-TREN RN TED,
FHLOELT, IR RIREE (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 VA ILRRERE
fEXEE) . PE-IME - MEHIRABRLEEERN T 5,

-1 FHRMEE1  iPTH: intact parathyroid hormone 42424 REIBRIRIRFILE
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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<EEEEENE>

b =
85 ML FEEHE BRD modified Rankin Scale (mRS) . BE K&, BIRDZN TN DFHER7—I)LZEFHLY
T. WLWFhhrh
SULEZERRET B,
— B = m\*
10
+ 5
fal
15
10
2
5
o
5
3
fe}
10
4
5
fe}
5
5
o
15
S Py PN 10
ety 2 ElA\ - N 2 Lk 5
= AB0-1 fa
Eva ; ; 10
7 BEEREE |4 EE 5
fal
10
8 5
fal
10
9 5
o
PrRavh | REEEL. HURER A 10
=" =KEHY- = =& 5
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A A hRmodified Rankin Scale (mRS) #II T & #EE

modified Rankin Scale

BEICIRER

EERALEL

BRERRCMEHIERNKIZEVKETSH
%

MR IEH > THRHALH LIRS (T30
BEDHDHOFERILITZAD

BEERRUMEBIEEH D FE LU
MBAT> TV B O EBISHIRIL LR
5%

BEDOEE:
RIELRIDFENETITAD DT TIEAEL
N.BPOEORYDZEIFTNBILZLIZITA
%

FAE LURIA DT> TLOEFERFEIHIR
FHHH. BEEFFBILTHWSRETH
%)

hEEDESE:
ASHhDNENEBEET BN, HITIEN B
LICITA%

BV A AREREZRMALSMHREIS
INBELEETHIN. BESHT.BE. &
ELGEHDHRF. FMLUGEICENBIZRES
LELVREETH D

PEENMEEDES:
HITPEARMERICENTINDETH D,

BESHT.BE. BELGHOHRF. ML
EICINMBERBELT DM, Fiha &L
WEELLGWRETHD

EEDOEE
BEY, RERE BITNELRFYELE
E9%

BIHEIDNBELELTHRETHD

T

SR EXE

0. fEREL,

1. BICOE5. BEFENECLLBVEEDEEAH AN HEETE - HEAFICKIERLL,

2. BYHMEDI XL, BERDEENDTIXEVLELT D,

3. BE-XEBERAHIrDNENZTEST S,

4. HBMEFROMNRBER(EERE. PUBHIREELE)ERELT D,

5. £EMICFEOMRBERITIKEL 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 €8 7IA(F— X
O H=E

1. E
254 7I04F—2 X (amyloidosis) &, #REBEZL DERE THATIAMRD 2 BEFITLET
BILITE - THEEREEZS ISR T —EDEERHTH D,
FIOARIE, FEEMICZAAY TRV T—LyF LB TERKRBIZEFY, RAEMBT THRET
VINWT) = B DERIFTETRTEDTHS, EEENILAEE QLT+ A—aV) EELSET7IAA
FELTHRELERBFSIEHITIEND, AV THA—2aVFED1DELTIRALBNTLVD,

2. FA
CNFETIC 3436 BEDTIOMN—VANHESNTEY . TNENITEFTHTIOMNN DR, IKEH
FITEWNHEEDD ., 2TITHBTEHEBZBAONTVWSTIAMNREBAEF X FT7I0(RRE
(BTERIR) EHEMELESN, RIZENANTOLYI VT4 BEG . BELTT7IOMNRMELLDENS
LDTHS,

3. fEK
TIAAF—2 RDOERKIE. PSASARDREICKDER - HBOBECEILDOT WU LICELHEE
RERETT . EEETIOANR—RATHISEFETARSEREILEEH. EOLT7IOCREEICLS
DMER GHIERES . BRERK (R 70—E4E) . REAEEE (FROLUNCHKE) GETH D,
REEDFRRDBFEHIELMICTIOAREF (BABDERITTILINAI—RTHAI L, £z, Bh
ETIEROEREADTIOAREE (FIOARTUXF/NRF)ICKY, RERORHMOKRE ., EETIC
MUNEMES I ERCTIELHO>THRZFEELGHHATHD,

4. BaEiE
NFETHEREN TR THODEFERI[EBTRENAREIGYDDHD, BAEUESERET
0D 28 (AL) 7EAARF— RISHLTIE. aEsli*éﬁuﬁﬁmﬂﬂml_’&{mﬁLtk;ﬁ;ﬁlﬂbéwi
RILTYRT AV LRITGE DEIRAE > LRI = —a—
%MWM@%W B B MR E 2 L L E 2 EEDE
x)]li?b\Té#’L’CL\é WE‘E|§E|‘7/Z"j"f|/9:/(ATTRV)7\D’”‘ DRICHRLTITAE
= — FFRHEICIZ  FSURAYALFU (TTR) MEXRRTFILETHD
977~/Z&1"*ﬁ§[§<(3|RNA BE) THAINFUSUDENEN —a—R S F— DG ERBIESH L
MBS AR THLRIERE SN TS 2I7IVRICEAL TSI 2 FUFAR NS VA (LT
2 (ATTRwt) PEAAF—=S ZDILEIRISH T 5 E M LEIBASN BB ERE>TULND, EHT7IAAR
—SADFHELTERBEARBINSREZE T TS, £25HET7IOCR AAA) 7IAA(R—I ATIEI
)X FERAERTHRBEMHFICMZ T, i 1L-6 "i%‘-%?ﬂ%’éﬁﬁL\Tw‘:‘%b"ﬁxﬂf%é;tb\ﬁﬂb
MTHELTETLD s ‘ > ET 3
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REICKVERY, BAZLHHH., BAMIETHEDORBZ-EY . ABREZLETNIEFERRTH S,

O EHDHEIHELEHE
1. BER(EH U ST FEERZRETREELR)
1,8023,131 A
2. RADIEHE
FH(FIO/RESELAENEREN, ZORFETRHETHS,)
3. MBMIARSE
REES (FHERENEA— D BETERRELEOLNDLEH I, BENIARIBETHD, )
4. REDOEE
PE (GETETHD.)
HY
6. BEENE
FIOMR—LROEFEESEEAVT2EU LERRET S,

O 1R

7204 F—> R HREPRILI

FERRE RAKREALRESHEFRN BEANLEAXFEFNSTHBLHT KB KK
HERAARIE
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<BMEE>
EEBROEGMTIO(R— AN R REGSFR, —REDHFEICLST7IO(F— IR,

1. AL/AH7SAAR—= R (GET BTV ETIRAR—2 RS
S F = S,z i )V (BREEHEDS
MREEICEHREE T DLDIELRS)
ATTRwt ZZAOAF— X (IBJ&F% senile systemic amyloidosis: SSA) (- Ew DA ZR BT 2FEEILER)
3. ATTRv 7SAA4F—L X (IBJES familial amyloid polyneuropathy: FAP)
ATTRv UNDEEMEESHT7IAAF— X (IBfFEHR FAP M oJd T thDEEEE S 7IOAF— R
ZiEM, B—fEaRCECLHRBMTIAAR— R EER)
XTIV (GSN)  THRYRE R (A1 (APOAT), Al (APOA2), C-lI (APOC2), C-ll (APOC3) ) I F
— I (LY2)  T4T) /=72 (FGA) . Y RABF> C(CST3), B2-39R5 0TI (B2M) . TUAEH
(PRNP) T3 E

s

1. REJ 0T

73IAARF—YR-(AL/AH Z7SOAF—J R) Bl E %

D XEAD a
L v = O

B AAFZIOAR=S 20305 AL 73O/ R—L R BE/9O0—FI)VEGES 0 VEEREN7IO
AN e GRS LB L THREEEEZ A LARETHD, mEHERTELLTER. (D, AT, SHIEE.
BETHEIN, EHDEDHRLEEENSD. BHOERNEEINSLhnIE, B — DiERF (0 i - B -
i) D etdhd, BE/V0—F I GREITAT Y EHEIEFELTEHRNOMEMBANSEESNDEEZDS
NEN MELBHEIRENRELCLELHE. — A . RELEBRICOATIOAREBEZRHLILLHY.
RBEE7IO/F—RERENEHELRFISN S, EHMEHELE D B MAHEEICHEELLEVEDE
BEFEM AL 7SAMF— X ZRMEEHELLS O B flEESICHESLOEHERME AL 7IA/R— R EW
S.WTFhi, E/00—FINGRES DT EEE T HMAAEIZENET DABEN THOND,

£ B AL PIOAR—L ROKEHT,
Definite, Probable Zx{& &9 %, —
ZAETIR
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A EEREIZRRUBREMR

AL 7EOA R =L RS L BHEE R DN DERKIEIER [T FEL TR R F SR EM R T ARET SRS
SEBEEREDD(R1),

B. IRIBREMR
R T I —LyR BB BABBBETICTYINI) -V EOEBITEET S7IOMNLEER
HDCE),

C. 7EIOAR&A4EVY
FIOARRBIFRESOJ) UBEBRETHDCE2),

D. M ERIFEHHEE
mERHDWNIEERFIZM BEEALEASNS (REERKEE. REBEZE. V=S4 bFA>DLT AN TR
Hahnd) GE3),

E. $#BRIZOHW

A DESKRIEIRCREMRZ KT AIEEMEDH L MEEEZ T 21T T D, FITDTIOMF—RADIGFE.
MGUS (monoclonal gammopathy of undetermined significance) Z{£3 ATTRwt Z7EAAF—L R EBTE TEHLY
DT.ATTRwt DZEAE - S IO0—F v—h kY ATTRwt ZEAAR— REEEICIRIN T 5,

(EEHmohTI)—)

Definite: A 1 IHEHLLE+B+C+D+E Ziifif=4 . HLLIF. AD 2 IHB UL +B+CHE Zimt=d , f=7=Li
g, B, FTRgC A DUEEAHY. SHITBHCHEFHE-THBEIL 1 EETEEHMHELTRS,
Probable: A ® 1 IEH AL +B+D+E #i#f=9,

(R1NFERFT7IOAN—RTEHEAGRETEIEL ZHMOAYOEEZ D,

HE i PR f% BREmMR
L7IAAR—=Y | DREER(ETN.F | DEME. RBEEREE (BEJAvY. HJOv)., LE
AI2EBHED f8) . XK RIZEESE)  DEMETEIR., REESIEE N, WEEES QS

INZ—2 (V1-3)

DEBEREE(BDLDELED)  DEFREE., ELLVDE
YRR REREE  I(DE D TI—1EE JTUAE (granular sparkling
appearance) . IMERETE . FIEE , L EEED longitudinal
strain /& F (apical sparing)

s BNP/NT-proBNP &iE. LA R= T/ SiE
DE MRLICETAEZEDARTOUFAMEEBIEER . T1 X
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wETIZEITS native T1 5BFE, ECV L&

BE7s04F—2 | FE. AFEMN EHK(0.5¢/day XI& 0.5¢/g-Cr, ZILTZIVH E)

R & BEDFrk MEILT7F= 00, eGFRIET . R NAG 0. fRR2-34
ByaJ) Em

F7I04F— | FEX SARFHE>15ecm (DT ZE)

FRfE (R IEREX)

RI2EBHED FILH)IARIT7E—EEMOEE EED 1.5 ££)
KEEHET7IO | NEREEBNOR)=a | MEROBRICEREEE
AF—LRIZED | —ASF—iERK (TR
L0 HOBREEE FARELL
ET)
BEMAETI0 | EMMENFE. TH. E
AF—=2RISED | T BEREEE
EX0)
HIEE7I04F | Th, ER. BATIR.
—LRIZEDY | BEAE. RINE BE(&
D #
B-Hm7I04 | FREEERHERK(F | ARCEREICSTLFRERDEEEL
F=RIZEDE | LUK, &)
[}
817304 F— | Shoulder pad sign. &0
DRIZEBLD | EX
FE7304F—=Y | EE
P -%310)
RET7IOAF— | 5ERAERRAEE OFEET .,
DRITEKDED | EBE
ZRMDIEEET | BRRCERIR. U/ | CT LUFA MM E MR E/ NNF—
SO4F—Y RIS | BiGEDREMEREX BRAT
£5LD (MEF7IAARIZED) ;

*RETRIE, B o9 RAFE—A U (CREH N EIREE DI51Z (Gerz et al. Am J Hematol 79:319-

328, 2005) .

x POV Y RAAE AU TEHIDEFREVEZZERE C12mm) |

s*x MGRS (monoclonal gammopathy of renal significance) D—&RIFBEF7IAAF— R (2L 5B,

CE1) Bt B, OERERIR, HILE. BRGENEMLIELDERVNTE BT LLEEE

BRI IBEFLV HILERENH TRERDE S FREMEELETION—L ADAREENSD

Y, T, TH. FERGEDERDHIR IEEBICOVWTEMHLCEENBETHS, REET7IA/R— X (E
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BERDCELZMBRBBRHENGWMEEN B V=0, B+C TEMEELLD,

(GX2) MGUS & ATTRwt DHFRBINH BT, PSOAEAFEI OT ) EHBHTHLH L. MFHHLIE
RFICMEBI RSN SIHEE OV T—LyRGHEEMEICMEBE—BL-21TDREI T EHE T
BT ONENH D, BRFEEEITEY ALAXIEALAG), ATTR (), AA OFHRT L L. £ LS. BEERHE
(LMD-LGC-MS/MS) TYSOAFRRAEA R 5. B TOERIRH#LGES (L, [7IA(F—L X
3 BB (http://amyloidosis—research—committee jp/) IR IKIEEN R EETH S,

(CX3) MEHDBRHIZF, MEFREEFE, MEFEI)—SAbFA2 (£ /AtL) RURBEEEZEDEMHA
HEIND REEFEIREBRABESVRHBREN G

@ AH7IOA4F—LR

B
AH 7EAAF— RIE B/ VO0—FIIWEREFEITOT) O BEBHKRDTIOARHN L F DI I1TE%E L THEEEE
EZHLLHETHD, C<HUERETHY., IHEE. BMIRICOWTDELF I AE (T4, B FIRE (S
EEFL-OFHMIITATH S, 7IAARDIEERERT . B, 4 DEGEDHFENZL FRIFALTS
AARF—REYBWEEZOSNTWS, MBEFICTTLEDO M EAMERASNLEZENAELY,

&

LB AH 7IO/R—S ZDB ML
Definite Z3x % &ET 5,

A BRREERRUVBRERR
AH 7304R =Y RICFDEBZ N DERIER IBRERRZRHD (K1),

B. REREMR
AR T T —LyrFLEEBS. BABMBTICTY IS ) — eanERTEETH7I0/NEBEEE
H5HGET),

C. 7EIAARBA4ELY
FIOARREFRESOJ) EHBETHDCE2),

D.MEH
mi&EHAHVIERFICM EBHFIASI S (REEBRXBE. REBEE. 2U—SAF A2 OVNT NI TH
Hand) GE3),
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http://amyloidosis-research-committee.jp/）」に解析依頼が可能である

E. SRk

A DESKRIEECREFRERZR I AIEEMEDH A MEEEZT IR T 5. D T7IOMF—ADIFE.
MGUS Z¥5 ATTRwt ZEOARF—L REBEETELLD T ATTRwt QR -ZHoO0—Fvy—hr XY
ATTRwt ZIOAR— REHEEICRENT B,

(EEHmnHTII—)

Definite: AD 1 ITHE L. E+B+C+D+E Zi#&E-d . HLIUF. AD 2THB L E+B+CHE Zifif-d . SHITFS
O/ REESMICEENITTE/IO0—FIILAGRES DT EEIBEESNS GE 4) =EULE. BiE. BT
i A DEBUEELAHY., SHICBHCHE ZEI-TIHEIF 1 HETELHMHEL TR,

GCE4) BEEBRBEOmMANBEEN=EE . AHL (AHFALZ3IAAR— R EZHT 5,

2. 2EUBERISVRYSILFUTHS— (ATTRwt) FSASF— RBDMEAE
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=/ Y —_—

PIEFL  ZEAELEEETIOAF— X (senile systemic amyloidosis: SSA)

EEBE

ATTRwt 73O/ —L R (& AR TTR NEREGY FELTDAE, B -HHHRE(FRE. BERIFLELE) .
B RIRER . RAEMREE, flie & FERR AR (CRAEZ A LD, 60 UL DFHEICZ L, MNEAREEICBEESLTLSE
EZONTLDD, FHHEHEEIITATHD ERIZEARE LB MHSN TOVEWNESI N S<FET DL
EZoND. TTROERZTELNEAEEDDERDFRERET HEHBESNTLD,

251 ATTRwt 7SAOAF—L XD MR %
Definite-, Probable X% &9 5,

A BERIEIZRRUBREMR

- 69-



ATTRwt PSOAR—Y R(ZEBHEEZ DN BERKRIEEIEX (FBREMRZEH S (F1),

B. IRIBREMR
DL LSt DB Tar T —Lyr B EYE . BABBETICTYILIT ) - BOERHTEZET 5730
ARREZERHDCE),

C. 7EIOAR&A4EVY
TIOAREEIFNSCAYALTFY (TTR) G THAHGE2)

D. Y FJ 54— BTt —

@
Te ERY VY L F U 571—TILRRIC BB ERINS CE3),

E. BRFMRE
TTREEFISTI/BROTIEHSIEEERDHL,

FMEBZEHLGLCES),

G. #ERIZH

1. B-SEiEEH CRETSEEMN ATTRwt (EENA T 5,

2. ADBEKREZECREMEZEI AIEEEDHIMEEEZTDIZENT D, =EUDIBXEELSDEEEL
ATTRwt 7EAAR— REQDEHBINTFETEEICEIENVETH S,

(EMpAHTI)—)
Definite: A+B+C+E+G1 ZiET-9,

Probable- A+D+E+F+G2 Zi1-9,

(RDUTEH-THEREICKREZES AR, FRBFINTE LN LI5S (FRES DTV AETRFEM)C
DRY TR FEB [F 7A=Y AR GRS THENLG R TIIE ZHOAYOLEEZ S,

- 70-



= ) - S — o

BB i PR fi% BREMR

L7IAAR—Y | DREER(BEON.F | DEME. RBEEREE (BEJAvY. HJOv), LE
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e 5310) fE) | BRSOk 1 RICEES)  DEUTEAR, REEEREN, WEREESE QS
INZ—2 (V1-3)

DEBEEBELELED) . DEFRRIEE., ELLVDEN
SREEFEE . 1D ED T OI—#EE FTAE (granular sparkling
appearance) . IMEZRETE . FIEE . ZZEEEBD longitudinal
strain /€T (apical sparing)

fns BNP/NT-proBNP &fE. fig kAR =" T/ 5B
DMiE MRUICEFEEEDRETOUFAMEBIESS. T1 <
yELFI1ZE1T5 native T1 JEFE, ECV £EF

REMZETIO | NEREEBGOR)-L | MEROHREERERE . RELRICETIREAME
AF=2RI(CED | —ONFER (MR | REZEEDQET

L0 HOREEZEEHREL
ET)

B-g57i0d | FREFERHER(F | #REEREBEICEHTLFREMDEEELRE. Hif MRI
=2 RI2EDE | DLUN, FBfE) BHE
) EiREER (R, 1T

[EE)

CEDAFETIT, BEEEAEMARS AR, KEAR GHEEER. OBERFOTIOABEHERFEN =D, O
NoDERIUTTIAAPNRESNBWME R DHEREZET 5. FHREEIRCHDREFRTRIS
RENRLEEONDIZE S FHEBEUN D EREBZVIRLITICETRHESNDGEENHS KENTIH
AREEFAT—L I DEBUNBEL AR TTYINIT )V BOEBHLBEVEELHS.

GE2)RESEIZEY ATTR (1), ALK(), ALA(-), AA O)FERTH L HLLIE, EE R HiE (LMD-LC-
MS/MS) T7IO0ARERZEBL%HR T 5. BER CTOERIAREELTIGS(E. [7IOA/F— XCET LB
2T (http://amyloidosis—research—committee,jp/) || ZFRHTIKEEN B BETH D,

(GE3) SEFMZRIBEFZIEEm T 57— E{gZ ALV RERIEHEE (Grade 0 IMBE~NDEFELL , Grade 1 BIE LY
LBLVIDEA~NDEEEETE, Grade 2 I ELRFDDBADPEEETE. Grade 3 MIFLYLELVDEADE
E&TE Grade 2 LI EZ B LT D) . HBHLF 1 FFE R I EGR D E ERIFETE (heart-to—contralateral
[H/CLILE: 1.5 U EZHHET D) FISKYFHET S,

CE4) BT 0T EREREE O —S4bF () W ALLICEEZRDE X T, MFEREFEEFEE. RE
M EH (REEERX)EZHEIL M EALNBRHESNENLZHERT 5.

3. BEEFSURAYALFY (ATTRY) PSAAR— X B MR #
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IH%E L RiEE7 IO/ KR =1 —0/\F— (familial amyloid polyneuropathy: FAP)

EREE

FSURBALFU (TTR DEEFEENRERAELGY. TTRA7IOARERRLIABOMIEN~LET S
T, iR D, CHILE . B, BULERBBOESEAELLECHEETHD R, EFICASLEEER
BHd, ELERBEHEE(EHER) HEETHLID, A RHFLUSNOIEER A SIRE SN TLLIES]
[THE B TRIEFENBARETAL  FEF i (ETEH TIE 20~40 FHK . IEEFEH TIL 50 LR VEENS
BTHd, BiEAEEFIBIE. TTRZERE. EETEE OMRISHFNAICHFTEL-HORHDHIE
EThHb,

251 ATTRY 7EO/4F— AN ME#
Definite, Probable Zx &9 5,

A BEEREERUVBREMRR
ATTRv ZEAAR—Y RITKDEEZONDBEEREER I IREFMRZEDS (F1),

B. REREMR
AR Ta I LyRLEEE . BABMBETICTY I — RDERTEE2T57I0/NEBEEE
HHCE),

C. 7EIOAR&A4ELY
FIOAREBEEZRDD (ISR ALFU TTR) BETHECE2) .
CRERR-

( ;ls EE-@ [— ~§|;ﬁr-§! l\ lrh-l;;tl—f
~ ~ A

D. Y FH574—
WnTe FAYVEEL U F T S574—TILBIZB G IAEREINS GE3),

— e — N
QM VA o L— 1 41 YL . s, -lllllgl

WS RS ALF o P DB F M- T TSI/ BOEILEHSITERZED S,

AERER
(BEOATI)—)
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@Definite—

@Probable A+B+E Zift-9

: A+B+C+E 2555 iHET-

s HLLIE. A+D+E EFET-9,

(RDUTNEBZSE(CHREZLRD. TTRBEGEFEEIICKY SRR (REMER DR, KEEEM

ER-PRULGE)ZET LICTENVETH S FA—RRNTLREFHIAARELELIGEELH D,

EH Fife PR JiE {5 BREMR

FEHETIO | DEREEMORE - BEEOMBREERERE. KELERICEITARENHE

AF—=2RIZED | EFER)—1—0/NF IR ZE DK T . MR neurography (MRN)IZE [T A2 1R hfF

0 —fER (R REDR | B L EE A EDEXR

BREEZIHELI-E
T. MR RimDHE
fE - HIET)

BEAET7I0 | EIHEME, B, T | MIBG DBV Y FI574—(CEFHLRYRAHDIET. L—

AF—=2RISEKD | Fi FBR HIREE . IE | ¥ —FISEENRRE . FTFHERE. R-R BRERE (0

0 Z RTERGE BHEERE). 0 JHE. BERGE

B-Hm7I04 | FREEERRERK(F | HRCEREICSTLFRERDEEEL

F—=2RUSEBE | LUK, &)

D

DT7IAMR= | DRLERK(BUN. F | DEMS. RBEEREE (BEEI Oy, MTOv), DE

e 5 30) fE) . BREAOK M RIEESE)  DEMUTEAR, RREEIREN, WEREEE QS
INZ—2 (V1-3)
DEEBIEE(BELELEV)  DEFRREE, ZELLVDEY
REEFEE . D ED I I—ERE JUH (granular sparkling
appearance) . IMERITE . FIEE . ZEEED longitudinal
strain {&F (apical sparing)
Il BNP/NT-proBNP &{E. M hFHkaR=Y T/1 &
D MRLICEFAEEDRETOUFAMEBIESSE. T1 <
yELTIZEITS native T1 BFE,. ECV £ R/

BE7s04F—2 | BE. AFEM ERRGE

RIZEBED

BR7I04—Y | FSAT7A HFHEES. | REQLFELGE

e 5 310) HRNPE, BILOTEL

E
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AEMETI0 | AR | B8k BHEE MRIICETAMIEEE . MNENES O
AR—=LRIS&D | (TFNE)  BHIEE . B | BHmiss
£ Hifgs

ZTOMDIEZRT | EMmMEERIE, FIRIREE
SO/F—=2RIT | BB FERAGE
£51M

*RERBERNRDHE ROTLERENZS,

CE DEEIEMRS| CHIEEER, KELER. OBER. EERDHAERLGETEDS HILEWETRE
DIERICTIAANREBEZRDDGENZ U= HLEARIIBETEETRRIHENLELL &
i 2n B DIE R E FT CEREIRYBLITICET, P3O/ RBEDBRHREZHH_ENFTES,

CE2)REFELBIZEY ATTR (1), ALK(), ALAG), AA OFH#ERT S L. HLLIE. BE A (LMD-LC-
MS/MS) T7I0AREREB%HRE T 5. BER COERIAEELTIGS(E. [7IOA/F— XCET LRERH
2T (http://amyloidosis—research—committee,jp/) || ZFRHTIKEEN B BETH D,

G 3) KM RIRFIE E T > — B % AL R ERIFHE % (Grade 0 ILE~DEFELL . Grade 1 _FhE LY
LBLVIDEENDEEEETE, Grade 2 B ELRFDQDEBADPEEETE. Grade 3 MIFXLYLELVDEADE
E&TE Grade 2 LLEZ B LT D) . HHLF 1 FFE R I EGR D E E RIFETEE (heart-to—contralateral
[H/CLILE: 1.5 U EZEMHET D) FICKYFHTT 5.

4. BEMHEEETIOANFR—X(ATTRY Z2E) it #
G EEHNSURAYALFUTZIAAR—RERL

A
F L) (GSN) . THRDKRER (A-1 (APOAD), ATl (APOA2), C-1 (APOC2), G-Il (APOCS) ) ) F—Ls
(LYZ) . 94TV /=72 (FGA) . S RBAFL C(CST3) . B2-39045 BT (B2M) . T)AEB (PRNP) 15E
DECFEENRRELGY, ChoDBEFEDLGEZHEER LT 57IACRIEBOMEN~ITET S
ST, iR B, D, REGEEBREOEEZAELSHLELEERETHD, H—BRICELLREHET
SO4R—S RIEEHEL,

&

BIEEEEETIONR—ADEMESE
Definite Zx R &ET B,

A BRREREUVBRERR
BIEMESMT7IOMR—RICEDEZEZONDEREERX SBREMRZRH S (R1),
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B. IRIBREMR
AR Ay I—LyrEEESE  EXEBBETICTYINLI )V BOERTEETHTIA(RLELR
HBHCE),

C. 7EIOAR&A4EVY
TIOAREERTIEANEESN. ZOREENEEEMREOEREL BT H6E2),

D. HEZHRE
EEREFHBRETHAEDRERREL THRESN TV DBELEFICEEZRDHLHCE3).

E. $#RIEZH
AL ATTR, AA 7SOAR— AD BN TESRCE 4) .

(EWnHhTI)—)
Definite: A+B+C+D+E #ifi=9 .

(RDEEETINETHRESN TV R T ELBEKREEFILUTORBY THD,
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