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(8)ENME(IETIXIETHMND)., (9) EEEHME (IR TIXETHMD)
(10)REAREH(IETEIETEMD) . (11)EHEES. 12)8EE. (13)FEDARK
(14)HER#EEIE T, (15) BEEIRIEE . (16) FFHEREEE . (17) MiHEEEEE

FRICEET HEHE
(18) BH#aEIEE . (19)MkaRRE. (20)54M5. (21) DIEREE

30



CSNEMEX (BEZWDI-HDHARESA4Y)
ALRDERDFT(1) ~(4)DI>362IEH LU LD T HIENHIIE CS #EAMNEERELTREAT 5,

A BIEFRETCS HEERFITRMER x3 KNRIEINS:CS LHEEZH

B. BIZFRETCS MEEGTFDHRMER «3 NREEHIVIELFHRITKREEDISE

a. K (1)~ (4) D521 LI EHY . DNA {BIREER * 4 TOEEMRE BREDETHIHY . TOETIE
BEEND CS BEERTF * 3 EATHMEDHY) ZRONIL CS LHEZMT D

b. EHIE(1)~(4)ZTRTH/-L.DNA BEHBRTOEEFMRE EERDETIHY. TDETIZEERD
CS BE BRI FEATHMET . HANIFHEMIEHERRER) ZBHN (L CS LEEDMT S

c. DNA BEHBRERDIGE
DEBIE() ~(4) TR, BIHIR(5)~(7) D56 2 IHB L E
2)ZTDMOERRAT R MK - BEgGERET I TEREBERMUERE. RIL ISV MELRE)DE
Exnd
IFMEMEFEDIEIRND CS LHEEZ SN TS
DIZA 23 LLIE 3) AN I DNA BEEABRAREHETH->TE CS LHEEZMTES

*x 1 KIFAZRLE. BOEKDOELE—REAKIZRZ D8R

* 2 BIBIRICRAL T, (5)~ (6) (FAEFITIL2EAERETICIETHRTESN. (7)) FERICGE>THEIRT
BHIENZLY,

* 3 CS BIEBEEFEIL CSA(5q12.1), CSB(10q11.23) . XPB(2q14.3) . XPD(19q13.32) , XPG (13933.1)

* 4 DNABERER  RIMRRZ MR, B X MEEEZIEZICLTI- DNABERERIRE | AR MR, LIMRIE
5% RNA & RGERBR7GE
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<EEERE>
CS EfEEFEZHALVT Grade 2 LI EZX&RET B,

CS DETDESIFAIEDHEREMEISRLUEBRKRE D BIC—HT 5. T5hb5. MBLRELH LR RETHE
TUERERTHY. I (I CS DRBERT 2 mEMNS CSIERZTRLIRD . FEHLRIIERELT 5. TRIIH
ARNOIRRIMERZZL. XP SHELHARDERDETAREFHELRRICHIRT 56, FRITE
HDOTFRTHD, UTOEEESEITT NTOH CS HBEITHEGTES,

CS EffEFMDI=-HDRa7—k

@R R
BBEB [IEF:0 HY:1

RA EE:0 ETFTEREFE) 1 |ETERBEVE) 2 KFA:6

BEAh EE:0 BT (HEERAE) 1 BT GRS E) -2 BEAHLL:6
A FE:0 EEHY (AE4EFAEE) 2 BELERHE6
B EELL:0 STEE(ERFLE):2 |BHFF:3

B=E 12 O EERATAE 0 2 OB A& 6
BEE  |hL:0 HY:6

it

CS EfEENER

CS EfEfE CS Ef ERXO7 DAkt stage of CS

grade 1(pre—severe) 0~2 early CS

grade 2 (severe) 3~5 progressing CS

grade 3 (very severe) 6 LLE advanced CS

Grade 2 LI EZFEREET S,

KW K O HIEE B OIS 5 E

1. 4 ZWHTHW S R E%\@E%ﬁ# IR LT, WY RIS OBIEN WA, W
OO DEHNTHE L2, (7272 L, M ofkn 2 =T ERRIERSE Th > T, i
RAREZR B DIZIR D)

2. IREBIA T D EIEESFIC OV T, MUREFHIERO T TR TOIL TV HIREET,
BT 6 H I Che b VR EE %E%ﬁ%mﬁé LT 5,

3. P, FEROREN FRROBEELNFHE T—EU LTS LRWE TH L8, mEHRER A ki
DT ENRERFIZONTL, ERERONE LT 5,
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3—1 RENRENEFRIE
O #E

1. &
— R KERDEDPRRIEBZAL. EAEMDENSCE—OEARICMKEZERH 5L T KEAR. ffi
k. SEUBEBARICIAREEIBTIAREDERETH D, MEZESMMFTIES L, LBIREF R
BRAEICEZFHERICEY ., BEREFEBIDFAEEREZETBHIENZL,

Collett and Edwards ®453%8

2. [RRA
EEMARMEDREEBRICENTE. ALERELXBIREDHICHAEL-FHBARF O EG A
MoEENHIRL, AT HIETHHEBIRFHRAT RSN, REMICKBAREMEARIZSTBET D &
EFEEATBESNGND ., FEREELNT T TREAETET . BREFRRABESNGEN SO T
Hd, LIREREDERLLGDIRRIIFRATHS.

3. fE4K
FERHPFL I RPRHICEELCDODARSERTRIETHIENZ L, IEKR D BT E EHE
IR FERDOEBEIIRET S, FT7/—EIZIESIOMNEUEREH S, BEIRE T HEFRNSULVERIT
[&. bounding pulse 3285,

4. BEE

(REEER]
EYIZEDLAEBRETOIN. HERMMEERNMET I HEMMREEML ., DA bO—
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5.

IVIEEE LTS,
(5t Rl EE]

fifRE S ICLAMmnES LT ODRLEFICE. B EFMHEL THMBIIRKIEMZIETT 5. XBHM
BIREFMELT Rastelli FMEMEITT 5. RERBRFOREREIEBOEGITIEIARA. FEBRFMH
X homograft IC&HKMEBFBEMEMITINS DEBENDELLLEFLH D,

Fi&
FiMizRTLEVBRERIBOTRRO:O . HFIARAT I RARHOFHNLETHS L
REDIETH IS, ERFMERDIFETHLDLEL,

O EHOHEICHELEIE

1.

BEH

#9500 A

FROME

B

RWEBERTE

RHEEL (FHIRELEORGFALHILSNTLVRLY)
REOEE

B

HY (BRNRBRBFZRMEROZEEESY)
BEEENE

O fA#EHT

BARRSFR. BRNRBERBEFR. BARAEREDEEREFR
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<BMEE>

FBIARE 208 TR D B BT A 4

BRERFT R
FRARR ISR E LR BARBR A OFEROREICLS. MMREFRENECEHN S LS80, ffis
EZHEIDFEERDERTH D, RBIRBAERICEY DR EERITEILT 5. F7/—ERBETHLA.
it E D% STREIELGD.
BERRELTITIE-—TET 5, BBIRFAEROF-HITHMHIBRE EHTY | to and fro murmur A
HEESND,

(Mo&B X #xFr &)
IMEXK[ZRFETHAHA, fMRE LR BIRR A FROREREIZLD,
IDESPITHEENREF DF=HOIR/MET D,

[LEE)
BRHEESMI SEHEEL, ERARF RLATEARREST 3,

(bTa—MX]

OHRBIRE EARSLOEFRRIBO LT MLEICERET 5,

QMBIAR L RBIIRE M D EMEARE (X EE MBI B 2 DT D,
CHRBIIRBFIXEFIZLY 2 F~6 RLESFIETHAIN. BEDEZZTHNAFRERD

(DEAT—TIL-EFFTR]

OBREIARER DD LT REIRE SUIHBIRICHT —TILDEBEANFRETH S,

QfismEZEY %,

QEDLEVNVTNDERZICEVTHRBIRFZNL T, KBIREEEDMBIRAER SN D, BEIRFEFIC
FUFERZEEDD,

(2]

DIA—F=FDEAT—TILREOVLWIADICENT, D~QDE TEHE-TIHEZHRBIREERELD
B9 %,
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<BEENERE>
NYHA DSBS T Bl EEHBET 5. -

NYHA %35

I MEEBIIHEMBREEIHIRITELN,

BENGHEFBTIIES . BiF. FRE%. x@mHdH0 L
BibE (BR) £ L7800,

BENMPEFEORKITDOFRAHL. RepFrE=(EBFERICITEER.
BEFEDIL., BB NFEBIZ L, BELR . RESITEE) TEF. B
. PIREE, RahHd LR OEMEEETD

mE SEDORKEBDOHRAH D, TFFFFICIXEAEIR,

BEFZEDSL., BHEBIZIE, FSTEE) TRS . BiF. FREH. X#H
BUVERLE(REEETS .

IV MEREDE=HLHELBREEBLFIRSND,

DAEERORDE (58 NLHFICLEET S
HINEEERFBTINLAEET S,

=
ey

NYHA: New York Heart Association

NYHA 3 BICDOLVTIE, LT OEIRESEICHIRT 52LET 5,

NYHA 548 S REBRE RREBRRENRE
(Specific Activity Scale; SAS) (peakVO,)
I 6 METs K E HEED 80%LL L
I 3.5~5.9 METs EHEED 60~80%
1 2~3.4 METs HEED 40~60%
v 1~19 METs LI F TEATAREH HUNE
EHEED 40%KiH

MNYHA 7 FEICERF 120G T 5 SAS [FAEULVAY,
TERALSIT 2METs, BE 51T 3.5METs, SV A KR - ALY F{KIE AMETs, iR% 5-6METs, fEE%X 6-TMETs 1% &
BEEFDBEZRELTHEELT-,

HFD T FEUE R OVERLE /P HE DI S H5 1 5 B B T

1. JHEAZWHT S EERIER @ﬁm% (B LT WY FICHBORENR2WVESIIE,. VT
NORHOLDOEHNTH AL xRV, (72 L, RN ORGR & 3 BRARIEIRE Th - T, i
P ATREZR B DITR D)
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. IBIRBHAARR I T D BE P SEIC OV T, JEBIZREFRVE O T TIREAMT O TV HIREET,

ELT 6 4 A ] Tl b VKRR %Eﬁﬂ?ﬁﬁllﬁﬂ“é LLdsn,
- ek, JEROBREN FELOEREEMHE T EU RIHEY LRWE TH D03, @R ENR 2 ki3

I

5 ERNEREIZIONT R, EEERONSRET S,

SEEOPRLEE N LS ) E R REANKEAS e 1 L7 S| g \Fem s 2 AN AEda g Ao i 2 = L g
armagvg 17 [ = anmy 7 v VoSN THTHER TS

0 — o~ o~ /AN
WP SN FEERIREREE N L7
o~V v VoSN E=/7A8F €]
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3—7 ¥vOvzA-EJNEEREE

. BE

FrOD A -ET(Galloway-Mowat) FEIXEH X, BRIKMAFELE(RT7O—E) , /NEIEE(TAD A, FEH
BELEME 2 THEL. BEE- U AR ESH T HEERETHS,

BEARABRARLERMAREDIREMRE -1 —OVICHET M EEES (M s ., #EE. BE.F)HHY.
BAREALNOBEMRTORIZEEERT LR EINS, RRELGIZBAREETLEGFEEEF.R
DM TULVEL, BRI TIRUNEL= 20 RRICDOVWTIHY—LERTEZTV. REZEEZIEREDTHS,

- JER

BEE (EAR) EPRAZES (TANA-FHESER) D= DHNBWICRATHL BREMNLEE
BITIE HERHINOKREBEOEBR (R7O—EER) ZRL. BT LITERY 5. F-KRIMEERR
EEO/NUBERRZHEI/NEESHY . BAMTADAZET S, — A BEE (BBRK) . /NEE (TAD
A REET) ORENEL EBRMBRIFEREBTRAISET SBEMNLRONSD,
SESFENRFBEHIN ., EEBMLCREIEMNICLYBRL TRERENGLORAL, EEBER
w (RTEER/ME . RE<EOMVWRAREDE . EMELL. NTER. SO E. IRFERR) CHEEZFTR (KHIK
5. Bie. BHERAD Z2H45. —RICHRRETHAHY. MR, BERANU=ZTOEHMN RN D,

AEA

MIEFEZERET 5, ROO—EERBISHLTIE., REMNGIFREZRA S, KEHHIEERITER
HTRABFLITETT 5. BER2ITHLTE BREF OCEBENTOND, TADAIZDOVTHIER. R
HADOEMEENDEEGS,

Tk

3 yAFETIZRETIREMBIEDEER TIE,. ERTANVICEIBHEFOCBEHAEEENETLT
12 BMETIZHTETRIENSLY,

O EHOHEIHELEIE

1.

BEY
#3200 A

- RROHE

FH (SHERTFOEENELNLN. BESNTLVEL)

- HREVSERTIE

REEL (TADNAIZITERIEE, EXREICITERIE. BRENGEBRBED)

. REIOBRE

DLEGETHET. TADLA-BHEEFEHOIBLIELLSH)
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HY (PFRIERL)
6. EEENLE
WMBELGLHEEICIGCT.E. F.BED 3 EREICHEL. BEEERRET D,

O 1E#iEfHtT

M& - BREBROFHDHAIER BRI SRAERR]
MERKRE HFRE DMNERZE &R e —N
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<EhrEZE>

K 2 HBZWmAMEL. M OBEK 1 IREULZAL. SHICERRBZRMALIZLDE. FrOV(-E
TMERRBEEZHT S,

1. PRMRER EAETANA BEHEDER)
B EMEI T/ NEBYE (BEBH AR - EEFMEICLEL . - 2 SD LLE/NELN) 5, BZHIZ/NEBIE A<
TH CT-MRI T, R EMHEE (KMEERE. BEHBEERLL) O/NNERRERO 5,
2. BIEE CGREKMAEILE)
BAGITIIEAE 3 yAETIZ, R70—EERE (GEELQ K (REIER T 40mg/hr/m2 KL E) F1=IE
BERTREAILT7F UL 2.0g/gCr Ll E, N DETILI IV IMAE (MEFE7 LTI 2.5 g/dL L))
2295, 1-3 mENSRTA—ENBEMEIL T IEEFITIE. TTTANAERDEFTLTOSEED
H5. EBEZTETLTERRICELILNZ VD, REAICELFHIE 3-10 BHIVIEZNLUBET
LIEDELY, BHBEA A E TR, REBAFEE GRKE> 2+, —AEBK 05g/H)IZEE
FHILLHD, BERTIIRER S EMERIKEBILIEE RT ZENZBLY,

BlER TRO#EOHNE. TEREEHT S,
1. S &k3FIE
FEEMREE RidER/IME. XKECTEROAWE., EMELL. /NTEE. &0 2. R
PUER AR (CERTE. IBTE)
2. FRERR
FARER (AR ERARIE T . MAHR)
BERAANLZ=T

BRI HT SEXRMEFEHER (congenital disorders of glycosylation), Sk K7 IR EHEE (mitochondria
cytopathy), Peroxisome FEERHEE . 7I/BAHES HABERE FERRK. H5I7—AM
fiE) . B&ZAE(TORCH)
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<EEEDB

BEEEZHNRET D

= AN

~ ~

AN = BX == —

T X% A.B-1,B-2 DLVFTIITEUTHIHE (MM EHEELEH TR 6 NALLE)

BEEXSD A B . CKD EEEAFE—rIYINFTDHIDIEE

CKD B ERFEE—rT v

_ EHRES Al A2 A3
REAEE
(9/B) " _
(g/9Cr)
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0.15 %% | 0.15~0.49 | 0.50 LIt
a1 Emi?‘:ﬂ:ﬁ - 00 . & | AL
Eﬁifdiﬁ N
G2 |gpr 60~89 % =1 ALY
GFR X% BE~PSE Y Bl
nsn | %% |gr 45~50| E |[ALUY [ &K
173 m ~& \
AEmL T oy |BEEBE (50 4| prov | i
I I A § 3 S A Bl B -
G4 |BEET 15~20 | I P P
KHMELL
5 | (eskn) <5 & K B
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fBEEX5 B: PIRMEEE (KA EMRES)

B-1 #AMTADA
FERTANAE2~IEEULDERHLNEIZHIHFRAT. AO+IET . 2FL LR
BLTH, REMEFLU LTSNS BELEFICKEEE-FIKE,
(BAMHEFRICLDOER)

B2 BERESFEEER, MEERNTEOVT WA ERE-T
a BEEE (BRELT. Q70 REPHMBLEEZAWNV AT ST AIRRLGIEEDES)
b PIEEEE (HRELT.IQ50 RiFPHILSITATAIGELIEEDES)
c BEREE (B&XELT,1Q35 RFEWPIEEFELEYDIKE)

(BAARMERBHEEZRICLDER)
hEE



LERZEBLSLL, HAHWNE, —FHSHE-L THRBEABGMICIIRETEMGS,

BE

LEBBRNTELER

KW HE N O EE FE B DTS 38 1 2 B 50

1.

A 2 BTV 2 BRIRSER, AT AR IC B L T 2t RIS B DBUEN W EIZIiE, W

NORFH O DN THAL X RV, (72 L, MR OftH 2§ BARERE Th o T, fig
PHHEZR B DITIR D)

. IRRBHAR R BT 2 BE R FEIC OV T, BB ARESERYE O T TIREAMT O TV 5 4R

LT 6 4 H[F] Tl b VR %EEW)#UL@‘% LLd5,

- e, JERORREEN FRELOBEREEIAFE T EU I LRWETH 508, EER FEIR 2 ki d

5 kﬂuﬁﬁﬁ_omfi E%%%W@ﬁ%k#é
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3—16 FAZEMHEIKEIX

1. @E
FAEMHHESEI XTI BEEDL AIBALERERIZLYFRESETHIMSEZX DA HHEAELET-
FEIZKYFIRREEZE2ETHEETH D,

2. FRA
REITHATHIN, REFHEREEZERICTRET S0 BRELTEORFOBALSKRDHLN
T3, RAATFAIPVAINARARE, BERERE. BEERLEDFEHICKIYRET SN HDHE
SNTVSA, RENEHER O RGVFFEEEGBHY . [REACHREIXBASH ELEOTUVELY,

3. fEK
BRERAEIK (. B2 OF ERFIT IR TH D, MR E T, FAEMBRKEETERT . XREER.
EEM. bFDICBEEERTICTEST. CTICBLTHRENETLRTNIE. BEELESZONDIR
FZLL AEMHHMSEIXROZWHICE. HEZHMNEETHD, LHOL BENHEIRS T THHI L.
AL ENIEICERMICESZDFRALNIEND, NRIMIER TERICHBZ A TERNIE
D5, BBIEHELTHY. N RBHEL. DRIETTIE0. 2) BBIHREURNH T 2RICEST
TEMN, TORRELIZRETIEMDRBERESLD. )P KYLREL., BHEOBBTHEITLTITC
LDOHHD,

4. BEE
B ShIAEENEWIENS AEDBEIL. HIREXTORELZIMNFILRELIREICEDIE
THB, FRAFAE(THLTIE., 12 MERAZEMS MK E (COPD) IZELTAEMN EIRESN S,

5. %t
RENTAFNTHLIIEND, FRABTHD, REMIC, BYRT . [ERE. SREEN A MIE
HETRETHERH SN,

O EHOHEIHELEE
1. BEH
#J 300~500 A
2. FIHOHE
THAGERETETHEA, REFHEEEERCRETIENTHREIND)
3. MBEMLAEAE
KR (FETTLSNTIABENENEN D SHEBSANEIND)
4. REDOES

44



DECEETHILIEEL B, BICRMEITETT )
EL (AERICKDIRERZIRICIKRTET 5)

6. EEENLE
z 3 +6BOSHEH 7L ALV TBOST1 UL LA

TEEFBHHFHAREMENSHAMERBBRERARER VFAUMEBICET SHAERYL
TEEFBHEMRZTARBRAOMREZACHEEE VFARMKREBICHTEIIET O RERES HH
FREBR BT |

HRARE FAEER RIKXRZEFHARFHBETRIARFESET (KK &R
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<EEREE>
Definite ZXR&ET D,

A ERR

1. SRR R &
2. R

3. B

BREMR

1. BRRERR WHXREER, FFEENMT HMZBEIER. 57 FECTORSTE - FFRIETORSIC
BITREIHLAAARR,

2. £EZPHAR MEEREICLY., FERBRRES.

3. RER MAERESICIYBKEXERICETAMET PHRE XA DORHAL - BRI BERUKIC
2T B,

C iR E2

LUTORBEZEEANT 5.

UFEAMRAMTKEX X, COPD, [REX M. MEMMABDHERICMZ . MBIECEHBELE DBIER
RERUVERMECERMEMEORAICKIAEEBRE X LERG

<zZWoHTI)—>
Definite: ADDB1 %= & +BDIL3%EHm-LCODER T REZKREBLEFRNLI-ED
Probable: ADSH1ZFiH-T&+BDIH1E2%FHE=LCOER T RESEEZRINLI=ED
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<EEESE>
FAZEMMSE X RIEIEE (BOS) DRHNEXALTBOS1 LI E3ZXHRET D,

& 1BOS DiEHA %8
BOS 0 %FEV1>8090% and—FEE25-75>75%

BOS 1BOS | %FEV1  66-80%FEV1I—81-90% —andlor—FEFE
L= 25-75<75%

BOS 2BOS | %FEV1 51-65%FEV1I—66-80%

BOS 3BOS | BWFEV1<50%EEVI—51-66%

K2 m%ﬁ&oiff YOS I T D B S

1. AW EEARER, R P AR %LT\?mﬁﬁLc% DHEDRZRVNGEITE, W
n®ﬁ%@%®%%w1%%bizmm(kﬁb\é ZIRIR Dt % I ERASEIRSE Tdh o T, fife
RAHEZR B DIZIR D)

2. IBRBRMERICE T B EIEA YISOV T, JEYIZREZFAE IO T THREMTDbIL TV HIREE T,
BT 6 o A TR b EVIRIBA R T2 2 & &35,

3. B, SEROREEN FEOHEIEESFETEL BICEY LARWE THDH D, mEaLRE R ke
D 2 EPMERFIZOWTUE, E%%%ﬁ@ﬁ%&fé

.:.7%;1"\ f‘H—m?':'F"%\ AFlm
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1. =

H—=—18& (Carney &) (. HKIE. RIEDBRB. N ERETTERBEEHLIZERZFLD.
1985 FEIZR M FTONT-EEBMETHY. ZD362D UL DEENHNILEERMICBIHEINTE =, Fv
DU REIERE. RImEKIE, XKELEE. BERRERIE. NN BRESLTENIDEEDEHNZL Z
NOEZHELTEWITHEUV O IEN S L DOLEHESNS. SR MEBBERETHD,

2. [R&HE
MEEFDOHNFHNEREARBEERHEA T, BYIHEFTHS, REEEFEMELT 2p16
(CNC type2)d B ME 1792 (CNC type DEDEHEMNREINTHEY . KERIZIXIEEELH D, 51,
CNC typel DRELE{EFEL T PRKARTA (protein kinase A regulatory subunit 1- @ ) HY 2000 FEIZEE S
N TLVHAY, ONC type2 DREEEFIXREZRESNTLVEL,

3. fER
FEK . BUIRITE TRICHIRLTWAI L HHDY. DM DO FEHEEIT 20 BT LN b,
1) RERE
amIAKEBRRILE
b.fZ 8 #EREAE R IE
cFEREENM. FERETEEM (L)
2) MRE
D5 RIE
3) WRWRE
a R R EREETIREIREEHRZE (primary pigmented nodular adrenocortical disease ; PPNAD)
b. B ERIVEY (GH) EERRIEIZ &5 SEimAE KIE
c. FRARARIE - 522
4) EEBERZE
a FLEMBEE
b. 2L EIRIE
5) BHMHBRRE
KA RE )L HRAIE (large—cell calcifying Sertoli cell tumor; LCCSCT)
6) REMERE
ISR B B 1 #X #5 1F (psammomatous melanotic schwannoma; PMS)
7) BRE
BEREMRE
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4. BEE

ZHLEEODRLEITIEL. BEHRRICEBHEIIENEETHS, BE.DHEREIZRLTIZS R
BR. PPNAD [2&50 v F EERBICR L TITMAIRIE R, REH IV BRREICT L TIXS R
YIB&. GH EE T EARIREISH L TIEIARMYTIRRE LIV MR EF o 7O O ANTTHhhS,

5. &
WO THERE 20 BLah, SEMBEBOARIENTIEBEOEGELSTESLNDER
N3N, —HIEEERT S, T BEBEUTRIERMEMETL TV ITREMEAHDH ., BSHTIEA
LY,

O EHOHEITHELES

1. BEH
100 AR

2. RROWE
T~H

3. MEMIEEAE
KREESL (N FEABRGE DIHEREDH)

4. REDOEE
DEGETHET. EBNEDITONTEHEIEZ TUOHTREEL$H D)

5. PR
HY (ARVIERDZETEE)

6. EEENLE
DNFERIF2)IZFZETHIDERRET S,
1) FHEGERUMR1IEMLUROES,
2) FTEEDFHEEULEZRRET D,

O 1F#kir#tT
[Carney 8 DEERELGLSUICEZHEHFEDIERICET HREHE
HRARE BIELERFR NEREE MHES
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<EHREHE>
A—=—(Carney) B & DT E %

A EE#x

1. RIRRERRAE (OF. IR, RA. SMNEE) *

FERIE (RS . #ERE) * *

IDFEREE * *

FLEHREAE * * . F-ILAERAHIE] MRl TEEMREEZRHLE LR

CBEHREARMEIKEIBRERZE (PPNAD) * * | F£=ETF YAV AFHER (Liddle %) IZH1FH K
F5 L2 FaAARDFEEBERIG

6. BRIV EVELERIE * * (285 EimAEKE

7. KRR RE )L MREiE * *  FERBRBERBRETORKILE

8. HKIRIE * * . FEABEFICA TP KRBT RRETOEII—Z FKEEE

9. WK EBMHIEHIE * *

10. FEAR. ELRMEFESM(SHRM) * *

1. FLERRIE (B FME) * *

12. BEREALIKREE * *

a s LN

(x RRRERRREICOVNTIE, DMICHRL. HERERKICET S+ ERBENADETHL-H. KERE
FIEICEHBEMNEELL,)
(* % RSP THRELI=LD)

B EZHIER
1. —8HZLIAIZ Carney EERBREEDHEE
2. PRKARIA B FDARFELEE

<EBWohTI)—>
(M FERIF(2)Z#H-TIL
(1) ATEE®MS52DLE
(2) ATEED1D&E.BIEE®M 1 DLLE

50



<EEESE>
1) FF2)ITBEZETIIDERRET S,
1) FHRENE RUHR1ERURADEE.

2) FTRRDHHFEFELUEERNRET B,
BE: MJF GH JRE Tng/mL LUF
;& IGF-1 jBE SD X7 +25 UTF
BHHEDEITIHEL
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1. LCAT Bz FNDZEE ., LCAT EM-LCAT EB DX IN

<EWohTI)—>

WHABBZEBELEZAIZENT LTOLIIZHET S,
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Probable: A-B M55 1 IHB L EZ#E-LCOBRIT REHEEBZERINLIZED
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T5, BYMHRICEFEFNIRTAO—)LEL, MNaDRATO—/LEZEEZEH NPCILT [ZKYRIREN S, /Ma L
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3. fER
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C B RIE2 1
UTDEREEERNT S,
FEMEILATO—)LIE. kRS EE

DEEFHRE
1. ABCG5/8 BIZFNLERE

<EBWohTI)—>

Definite: A-1 5L UB-1 ZifT-LCOE AT REHEBZRIIL. DEF-TELD
Probable: A-1 5 &UB-1 #iilz-LCOE AT REHEBERINILIZLD
Possible: A-1, 2 LU B-1 Zi#HT=9HD
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3—45 AT — LR

1. B=E
AU o— LRI, & HDL OLRTA—)L-FRUKREZU /Y A- T RENELIMEEZ RS ERBHRKS
MIEEEETHY . HDL AL RATA—)LRIBEDIENAL OB DIRERMIEKR. FFIZE. AREER. X
HAREENFHTHL. 7R A-TICKIMBEMNASDILATAO—LSIEHREITEVNTEERR ATP
binding cassette transporter AI(ABCA1)DEEFEENEEL TSI ENBELMIZHOTILNS, HAH
[CRFENTHEAETIE 10 RREEORELMI GV, EEUEHIREEEE-I-0. RHOZHMHIEE

THbd,

2. &R
M DiEE 7R A-1 A ABCA1 ITHEATSHIET HDL aLRTA—ILOMBEDE—EETHS,
ABCA1 [THIREMNALILATO—ILIRE T 5MEEE L. 7R A- 1 AT AHIETALATA—IILESR
ML Tpre B-HDL &9 %, AJE TIL ABCAT1 DHERETRKRIZKY HDL AL R TA—ILAEE SN, =4
AN DOILRATA—LIEENEETINHER. ALATA—ILIRATIILAHMEANKR R, KE. #IE. K
HEROT 1D UMaGE ICERL. B BT, 8. U2/ KI§. KIGHIE. FRHLEIZEFRMaN
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EHIZ35~65 DAV T—ILIREBETIL 44% L BRE (B 14 6.5%. K14 3.2%) LB T HEEHMET
HHEEND, =12, ABCAI DRV RAEERDAEEE DL YBIAREEL D2 E (LB < DAEHFIIC
FYELD,

mEREERE
R TO— LR (E R ABCA B FREEER) OBETIE, M9 HDL AL X TA—)LIE 3+3mg/dl L1IE
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1.

M=

HAOI/O KRBV BELGEROREBL BEEQOREBLLEICKY, IRIZEEICh/OI/aVA
ZHEL.ZREEBPHERE O, FICRAMERERESEIRETHS BEEREED WHO 5 TIE
I8 (A/OI/00DBM ELUVVE (hq03/0OvE VDL OEMEEL. ST FIEE R
ER

REMBHAOI/OVMNEDREELHREELT, JRERY/A—H (LPL) RIEJE. 7HRUKREL /Y
C- I RiBJE. PRYRAR /3 A-V RI&JE . GPIHBP1 Ri8JE . LMF1 RIEFE . [R 514 V R SR8 M A E15
NTVD, WThDERBLMEFN) T EIF ERICKYSMERORE - EEILYRIDELS,

2. [RE

BERESHIOI/00 (BYBEXD ., PHERICEUCE(TRELIRER) MEDEGRMRERLELT,
h4OyOr O hHEEE N ETIBERTHD)REB)/A—E (LPL) . HAWIZDO N ERIGIZHE
TF7ARKRERCI, GPIHBP1, LMF1 DERMIRBENH D, THRIKRZL /) A-VDBEIEFEETIH.
RV RETERNEESNEA/OI/0OVMESLTS, BHEE VESENEXREFBETSHS,

LPL RIBEISELBALHEERERL. BB LLIREESEIEH50~1005ANI21 AEShd, TR
RA2 8% C-T , GPIHBP1, LMF1 & U A-V RABFE (T ESITHEEMNMENESN TLNS,

3. fEK

4.

mEN)TE)FED LRENFERERRATR THD, MFN T RED 1,000mg/d X HEaM
BEXDREYRAINEFY., BEFTIXIFEAED 2000mg/dl ZBATNDESNS, ZDT=. BHTE
1,500mg/dl #B R EWVEEICETRETORERERZSIRT 5.

INBEAD SRS IER R DOERICLS LENEERYERT . £, FROEBOEXLAEEZS, KE
[CIERBERREBEVSINSBEEL IR EEHBLESNTES,
miER) ) ) REAY 4,000me/dl 2225 &, MBIEELE RERECRELENEREVIRKIZRZS)
=295,

BEE

ESAAOIHOVMEITR LTI, BEERENFIDELS, 1| BOAE%E 15~20g LLTF . F=[E#EAH0)—
D 15%LLTFICT BIEEHIREITS. PHBHE IS/ NEICEFTEh/OI/0 BRKICES AN, &h
AOX/O0VMED FHELWAREICENTHD,.

LPL RIBJE. 7RURZL /Y C- T RIBEISH L TIEEMEEZDSHRIIBEMTHS, VLDL L LFE
TEEABICHLTIET4TS—bERAWSIELH D, REMEVESIENE CEREEZRLESNIRER
F(FERR. OB, TAFAT VPR TOSMRETE ., IR, FIRHFIAO B EME, thEBDOEH) OREETT
W\ T0T5—hB&U w-3 REMEF AR EAZAVS,
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MRMERERAE
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Definite. Probable Zx{& &9 %,

REMEEH(OI/OVME DR

WEEH (NELVQ2)ZERD. ERIFZE (TEE D) ARSI D,
() mEFN) S UEURE 1,000 mg/dl LAE (ZEREFRHEM (B% 1205/ LU L))
(2) h4B3H/0O @A (MFFHFERER | BiZEDE. ERIKBINE. HPLC JEICL D)
(x1: M;F% 4°CT 24~48 BFEFFEL-RIC. IMBED LFITV ) —LBEZRD D)

HEE ZW(Definite): HMASFHIZ.BHAVEICOVWITIHIDEE (KERBELY) P EEZSIN-EE
FEERAYEZ T (Probable): AZASEHIZ. A DEFEROWNT AL ERDHDIGE
ZELMBI (Possible) : MBEHDH . DL DBEHIZA DRIEIREZROBIEE

A GEIK
<EFEIRD>
1. #2YIRJ K% AND/OR 2Rz 4
2. REMERE
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lﬂ_l‘ulll
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I

o8]
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1. LPLEMDOXREHDINIERGET(EEDND10%LT)
(N UERRGEST R IR | ARRAHEI AR IR BBk /0 T7—2)
2. 7RUKREB CIOREHDIWDEERZET(EFEDT10%UT)
3. FHRUKREB A DREBEHDWNIZERALGET (EENDI10%UT)
4. LPL AN 7RYKRER C-N KT 5B HAD A

C. BzFHRE

1. UREBEAY NN —EEEFOEE

2. THRYREZD /N C-TEGTFDER
3. GPIHBP1 EIZFNZEERE

4. LMF1 BIZFDER

5. THRURZ N A-VEERFOEER
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D. #5728

1. 11 &S RE M e

2. RiEMEEESIEMIE (FCHL)

3. ZRMBIEMIE (73— ILEER, #70—EERE. M RBTFIRE. ik, ¥RE. VRO O
—. Weber—Christian & . FRKIREREIE TIE . KME K. VYUV ERRE . RILYUREIREE . EH (TR
A7y ATEAR, FIRZE. B TAvAH—. SSRILEFBMRE . EEAEE, HIV AEE, fEIIHIF%
E) . TOME TG MAiEZ KT HEE (ZHMEEREME, SLE. BHYL/E. YILa(F— R7%E))
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(A)MmAlL-#BE8N 02 ADHE
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REFENLGEYARIAASAVICERLIZIDET S
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1. JEAZWIC AV D EEARER, MRAEPTRAEICEI L C, W IR OBIEN WG AICIE, W
NOFOLOEHNTHAE LI X2, (272 L, MR ORI & R BEHRIEIRE Th > T, fife
AREZR B DIZIR D)

2. InEBIAEIZ 3T D BAEE S FICOWTIE, U2 EFIVEIO T TIREAMTOI TV HIREET,
BT 6w H Tl BV R EE %E%ﬁ%mﬁé LLTa,

3. ¥, JERORREEN FELOESEL/HFHE T —EMU BIZEEY LARWE TH LS, w7 ER A ki3
% Z EBRMBERF IOV TUL, ERERERONR LTS,
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3—48 NEHEBEE

1. &

iR sE B IEAE (27-EFOX 2 S—E RIGHE) (£, M0 L P-450(CYP)EIZFEEICLY CYP EBT
H527-EFAFLT5—H (CYP2T)FMMET T OERBALHERMKRE THD AIEERBORRBRIC
ERELEBERASD. ALATO—ILELIVPILRE/—)IL(ALATA—/LIZFEELL-#EERTYME) T
Hofzlih b, ERERTO—ILEBRETHIENBE SNz, EHNETIL 60 FlIFEDHENADN,
20 EURTIZ B <O RAEL . FHFEEH B M 404 5. M 36.8 LS TULVD, NEILHNEEIE T - SRR ERAE
KRR E DETHMBRES. 7TXFLARECESJUVUEFHEANE, BEREODOEREBGL(C
KU OIToNDHEETH D,

2. &R

CYP27 B FEEICLDIRIEMN S C27T-ATO— LAIHDBRILIEE NS EHL, AL ATO— LA GRET
NS HENIBEAEEEIND, O—/LELE CDCA DA RIRIRIZASBH., CYP27 RIEDT-6IZ CDCA
BREAITHNT . ALRE/—ILOETTIILa—ILDBEIEEHF IS, CDCA [Z&DHILATA—IL fE
ADRHTFATIT4—R NI ELRT B, ALARE/—)L- B+ 7 IILa—ILDEELBIRSN S,

Fo. 27-KBIEOALRTA— LA, ALRATA— )LHERE R TEELGEEEZL DO LXRONE ML A VRT
HBEDD, LXR HEETICKSY/OT77—Uh6NIALATA—/LHHEEDOHER. EREBOEEN
BARIEILED — R EL>TLDATHEEA B S,

3. fEK
EITHED MRIEE (BT - SRR IR - /DNAE R TR E)
RiE-REGE
EEMANE
BHEOMERS

4. BEE
fEHER T — LAHFE B MIIZ CDCA #5942 ET. aALATA—/L-aL R/ — )LD EEFIHILS5D,
B DIRETIEL. CDCA REIRS 1 EERMNOHEERT . SRR IK . /DREK . REHBERGTE D
FREKRBEIUVERE. CT AXVYV TCOEREFRRDUEELZEHI-LLVIIHELH S,

5. %t

ETEOMREEEFICIVEFRLYELS ADL NMETY 5, BRMEODMEREICKSHDMETN Edn
FRERETS Do
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O EHOHEITHELES
1. BEH
100 AR
2. RROWE
B (CYP2T BEIzTFEEMNEELTLD)
3. MEMIEEAE
KL (CDCA REIEMNEMTHAHAREMARINTLNVD)
4. REOEE
WE (BEFEEZERLL. REEEINEEFRTL20)
5. PR
HY (ARVER DS IERE)
6. EEENLE
modified Rankin Scale(mRS), BE -R&., FRDZFNZTNOFHERT—ILERAWT, WTFhhHA3LL
EXRRET D,

O fA#EHT
MEFESELEICRET HAEMEI
HRARE BARENKFZFEFRARFHEENTBRHHFHMA &R 668 &
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<EEEE>
Defenite. ProbableZ X% &9 3,
B B DT E %

A ERR
1. EFEREOBRE
2. BEHLBREOT XL RABEAE
3. BABARIE DHEITHE D MHEREIR
(FRANEE, FEAEIR, SEIRRRAEIR, /MNGEIK, B L)

BH&EMER

1. M- ELFHRER R (Cut Off EXERE)

(M MFEALARZ/—IVEE Sueg/ml KL E, FEMmEFEILRA/—)L:aLRATA—/LLE 03% KLk
£%&- MFALRZ/—I)VREEREME 235+073 1 g/ml

(2) EE~{EaLRATO—)LMJE

Q) /THFLO—ILERIEIE

(4Bt 7ILa—ILEESE

2. BIgFR

BE&R MRI T2 SRERER TOERKDE

Jillll

=
=

o}

C B RIE2 1
UTDEREEERNT S,
FEMEILATO—/LIE. S FRATO0—)LMGE. BFAEMEEEE . PIRIEEEEE TE

DEEFHRE
1. CYP27 BIZFNER

<EWohTI)—>

Definite: AD 2 IHBU E+BMS5 1-(1)ZEL 2 IEE L EZE-LCOBAN T REREBZRINL. DERBT
51)

Probable:AMD 2 IHB L E+B®M>6 1-(1NZEL 2 HB LU EZE-LCOBAT RESHEEZRNLI-ELD
Possible: AD>% 2 IHB LU E+BM56 1 IHE U E
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<EEESE>

Omodified Rankin Scale (mRS) ., BE R &, FIROZNZNDFEMAT—ILERAWNT, VTN LU EZEXT

RET D

H Akimodified Rankin Scale (mRS) #|E&E%EE

modified Rankin Scale
FoEBRA LY
FEMRIZHH>THLRASMEES (T
BEOHDHLFEHIFITAS
BEOEE:
RELRTOFBNTRTITADDITTRHEVA BSOED
EYDZEFBIELIZITAS
hEEQRE:
FAISNDNENELEET DM, HITEINBELIZTRS

PEEMEENESE:

BT OHARHIERIZE NSV ETHD
EEDEE:
BfEY, RERE, BICNBLRFVELELT D

A

B AR ZE R E &R

BE-XE N

S

FEIRZEL o
FRICU 5. BEEMENECLLVVGEEDERERMAH SN, 4 F- AEEFITKELRL,
BYHEOIRC. BEHFOEEDIXEZLELT D,

BE-RBERASHIDNTIZET S,
HEMAGIEROMEEERN(BEXRE. PIOBIREELGE) ZVELT D,
LEMISEROMNREBERIEKEFELTLS,

BEITFRER
BREERS JFCREHMIEALLITHVNKETHD
BREERS ST ERIREH DD, FEURASITO TV
BEOEBICHIRIAVIKETHD
FIELIRIA BT O TW R OFBICHIRITH DN, BEEE
FEILTNSIKETHD

BUe A #BEREEZRALEAEGEICRINTBELEET
BN BEST. BE. BELGH DR MMLAEEIZENE
EVEELLGWMRETHD

BESIT.BE. GELAADOHR. MLEBEICEINBIESNE
ETHN, FRGNREILEELAVVRETHD
BISHEADNBELELT HRETHD
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R (R)

0. fEMEZL,

1. EEDETREDMRIEH I, tREF - BEEFITKELN,
EREZDOICEEDBUNGE DERIHS,.

FERFEIRDBER DI FI12755. HAWEEBZALGREDBEEFIETRUINALLS,
BROKEIHEHNEER AR SEREEERAISBE,

EVRMH LV SR EM RSB EBEERNBE,

S

2T Ny OVERE 0 SR O s Jin | Z 33 1 2 B B I

1.ﬁ%v (ZHW B ERIRSER, MR RAICBI LT, Wi BICREBEE OB EN R WEEITE, W
NOFRHO L DEHNTHAL X RV, (2L, M43 fﬁ@ﬁL%mﬁﬁﬁﬁhﬁ?%of\%
AR D DIZIR D)

2. JBIRBHLETRIZ T D IR FIC OV TS, MU EFRE IO T CIRENMTON TV DIREET,
BT 6 % H B Che t BBV R EE %E%ﬁ#%#é LLTsn,

3. B, JEROBREN FEOBEREESFEETELL EIZEE LW TH D P, EEALR R % ke
52 EPMERFIZONVTE, EREMRONGE LT L,

M B IR O AN LS D EE AT DL B L e W R T B8 Rl e il e flie 4 2 = 2 A8

~ IS & [
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3—49 B RALHIfE

1.

W=
'L YRA N MIEIFELMEILATA—/ILIES SRR T RMEEE 3. ENTES
BARLHETEETHD. TRBEFIRIV NI THSHA(O3H/0O2  VLDL, LDLHARIMLTEY., BF
M (277K B (77K B-48, 778 B-100 LHIZFRHIEN, BEIARINEZF LZNICKBRAME IV RZIE
MIZFLBRR LV T 5120 @UARERHIICHRGELAVE R TS MR R ., HREEEE-L
3%, 1993 FICKKRBIZEWVLT MTP DEERFEENRESN ., MTP KIBELLMEEN S,

2. [RE

MTP B FEEMNRERKICKEEET S, MTPIEFF-/METERSINE=7RBEBIZMN) TR
AEIEN VDL BLUVHMBAZ /A R FHAH K INSBIEICRAIR THD, FFTOH VLDL FEEIZKYR
HESICRELZILRATO—)LOEENGIN ., MNETOACOI/OVBRKICIVIBARIREN S,
MTP DRIBIZKYR) TR EFEELEVTR B (LB OHCHBINTIHITHWBINAEL,

3. fEK

4.

FERARIRESR & ENITHSIERMEE IV DRINES (FICEAIVERZ).
RERATRIRDIEE IZKY | REFIRLEDIIAFDIEME. BUETH. BHEXFEEZET S,
T BAMESIDORIESICEY ., BERETITRIEEREMGLEDREK., EEGHEERK(F
PR/ ZEE (S R HDEB R OEMERE ., REHREESCIIMRETORRGELGE)ZET S, F
MZEFSY K RZIZEDHMER LD EHEIC L DT EIRFEDHELHS.

BEE

RABRETGHEREDH,.
IEAME S D REEZITON. KKICEFSVENEETH D, #RIZIL 1 H 1,000~2,000mg., B Al
[¥ 5,000~10,000mg DRMAEFRGICL>THIRERDBERVERTELESELARESENH D, HIE
FERITHLTIEAEIAHIR . FFICREEHREREZFIRT 6, XEEFICHLTETHIOI/AVERTITHR
IREh 5 EHAERA (medium—chain triglyceride :MCT) #1259 52,4 H 5.

5. %t

JAETIE 30 MATRETICHITEELGEEZLVADL EEEZE-TE1H5,
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O BE#HIFEICHELEHE

1.

BEH
100 AR (HHAETIL 1983 FIZE 1 HINSHESNTUBERRDOA)
FIRDIEE

T (MTPEEFEENESLTID)
RWEBERTE
KREEIL (ESIYE ORMAEMFERE. BBRMEESI TR, PHEEFIRSGE DMERE)
REDESE
VE (BEFEEZERLL. ABHEENEERKRT H1=0)
HY (FAZEIERL)
BEEENE
FERENHEEFEDSAERETE T, PHFEULERRET D,

A = Dy -

- B A
- <]

O fA#EHT
MEFESELEICRET HAEMEI
HRARE BARENKFZFEFRARFHEENTBRHHFHMA &R 668 &
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<EEEE>
Definite. Probable Zx{& &9 %,
| B)IRA N MGE DR

WAZEIE B
mep#aL X7A—)L 50mg/dl ki
mepry S ) ERE 15mg/dl Rif

A ERR

1. BBREFEEEBETHA

2. MREEIR GEBVKREA. EHERME. REMEETICEIIMBEETORRITAEKGE)
3. MRBEREME (RE. AHRE. RAETLRE)

BREMR

1. Mi&-ALFHREFRR
me7/RBEE 5meg/d K
ABFMERDFTE

C R
LTOEREZENT D,
RIETEIE B R U M . h4 O3/ O AZ#H5 (Anderson 5&) . K ARMERETTHESE
KRIEMR BRI N MEREEREREOEERLENT. RADT—20HTIIEH#THY EETFER
DRIEEZET AN, LTOMRESE(ICEAIFIRETH D,
1~ BEHKEOILATO—)LIEE
RNEFELBEARLSHEEETHY | BERERCBERIENEZROLEVOD . KiktHE B UR2L /0
EILELBREBEECTHLO. REEZEERD 1 BERER(ANTOEAK) ICEED 1/212EDE
FEMEZRHZ, M- RBDMERE - 7R B RE. BAESSVBREDORAELSEIZLS,

DEEFHRE
1. MTP B FNEE

<gHoHhTI)—>

Definite: A ZHIBB #if-9HIT. A'-B D& 1 HEULFmH-LCOER T REHREBLEIRIL, DEFHI-TELD
Probable: i ZBIEBZE-3HT.A-BDIEBL LB NDI1EHZRL)ZH-LCOERITREEEBEZRIIL
=td
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<EFF""&>

ERERHEEFEDOEFERETM T, DFEULEHRET D,

ARMEKHEERE QS EEF (BFAEXKHRELR) (—HHE)

I EYLGEDARBRKE UTOFMWNThM DERIRTS )
AREELGN

SHEFED =D DEYZE AL RERBTL TS
REBBEERNGEYAERN P TERL
SMRERCTREE NRHEEZLEETD

o o

o |o

I BEEREABROKRE (a.b WThM1D%EIRTS )
BEGIRGERFICBENELY
BEQOEEFIRHOIVE—FHHLTEEFRIABETHD

* HEERBICOVTOBERBABRORRIT a F=(E b LTS,

o o

BERBCEORFBEBEICEHEEEL-RE (EREEL) DR UTOFALLTH

=

M DOERIRTS)

BICEREZRHLL

BEEQOEEENBELTLD (BRELTIEEEFENS 1.5SD D7)
PEELEOREEN #IELTLNS (HZELT1.5SD A5 2.0SD Dikfit)
SEQEEEIEFHLTLD (BRELT2.0SD Ll kD)

o o

o |o

<

REOHAEESREER. BBER. FHETISOVWTOFEHECLTOFIHSLThH
12%R8IRT %)

EEZRHEL

BEQEEZREDHS (BRELT.IQ70 XFHPHEELEZRAW-BISITH A EEL
EEOEE

EEDREE

= EDE

o o

iy

H
o

ZHad (BRELT.IQ50 RiPHISTNTAIRELIZEDIEE
=3

ZEHSH  (BRELT.IQ3 RFEPLFFELZYDIKEE)

o |10
ot
7

1<

REQRBEEICETLFHMECUTOHRMWVTIAN DERIRTS)
FERR B hiEf (Do 7r & IR RE B AV LY
AT . B D S IR ERREEE A DD

(BRELT. ZNZNDIEREEICLIBRBEEEZRDHEHLD)

o o
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o |o

N [=

RFREE B AR DB E (SR EEHAEEENHD
(BRELT. ZNENDEHEECLDERZERDHEID)
RFRE . BAE . OIS E CEEMERENHD. HAVIBEERISABETHD

IN

B

(BRELT. ZNENDIEBSRDOEETEEEDHEHID)

AFQOBIL-FEEDRRE (UTOHMVNVThM DERRT D)

B LI-AEA T

Ao DTN BE
BEAZDZLTHMLNBRE
A iR ERNDE

# & 5T

I MVIETOEFMERUVHRE RZLEICHERTEERET B,
MAEDEBIMN1DTELHZBE

(2)28U LQEBENHY ., hroMmaL- BN 6 AU EDBE
@) MmAL- LA 3-6 ADIFE

(AMBEL-REHN 02 ADFE

m
et

PEEBRICOVWTEAANSAESELTEHE

REFENLTEYAREIAASAVICERLIZIDET S

KW HE Ny OB FE A3 B DTS 36 1) % B I

1.

i Bl
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&~ N =

g
Tl
Fit
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(ZHHV D ERARIEIR, AT AAEICB L T B2IEYE BICRr B OBUEN WS AIZIE, W

ORI O DZEHNTH AL R R, (2721, MR O R & 7R3 IR

ﬁ%#’(“%of\ fife

A AREZR B DIZ[R D)

. IRMRBAAGR I 1T D BAEE RIS oW T, IR EZEAVEELO T TREAT O TV HIREE T,

ELT 6 4 H ] Tl ® BV VIREE %Eﬁfﬁ##ﬂﬁﬁ‘é LLts,

. B SEROBREN EEEOEMEE IS C B EICEYE LW ETH DM,

N ERAN Y S v s

5z &ﬁzg&%_owfi E%%%&®ﬁ%k¢é
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4—38 1sG4 B EKEE

1.

M=

ARLYRESNLHFLOVZELTERSA TV S, REEE LG 5G4 SEICMA., U/ BkE
eG4 R EMBOZLIVRREMRMELCICEY. ARSIV EREICE S EEAIDEXRC #HFE-
BESREGELZZDIRATHDKRETH D, BEMBFEL TILERE. BE. KRR - EER. DIRHE
. FARER. ffi. BFFRE. JHALE . B, ATiLRR. RIEIR. BOAR. )/ \E, RS, ELIRGEN RO TS,
RENERBHRCEIUVEFERBELTORBERT SN ZVD, BE—BHREDEELHH. BT
REMRERCRRERR X (SVVVYR) BENHBMEKRBTH D, 12, B REMEERTEECE
ERLRZSIN.NENFHEZTIEELHL BRMUICIFBHRFEICKYEGEREZL. @
REKX. BEICKEHEAE. EEERKCHRRRE, RECICHEIBBEEETECERICERLGCEHEEH
SCENHD BEREMFOEEAZEZILNTEY. ATOSMNEBRNE EREGDIN . HE. I
FOTELDBPITHRMNRONSHEEDERETHD,
LY,

FRIZFETHSAH, ZREECHADOEFE., Mh G4 51E. [cG4FHEREMREE. RTO/LNEZ
BELY, BEREMKRELEEZONTINS,

ER

BEEINDEHFRICLOT ERIFIERLIN  HEDZVEDELTTERDLDLH S,
a) FAEMHEE

b) EREERAIREEL

o) BMATIR

d) RERBERR

e) MERARIERR

f) KBE

g) BRERRAER (TS5, MIS/EL)

h) #ERMEICHESOEE

ARE

ATAOMRENE—BRETHY., LBHEBRETEAL, TORMEIFFREZT, HFREX1-34F
EL.BRNMMFEINTOSERIFFLLTHEN, LIELIEBRZRHHL . BREOBEAFIHEILSN
TLVELY,

5. %%
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ZLDBITRATOAREBRARNT B, EHE. hHICE S TELOH (HMH ) TEENROND,
BREEHFELLTL,

O EHOHEIHELEE
1. BEH
#3 8000 A
2. FIHOHE
T (BERERENEZLSNTING)
3. MEMLAEAE
RIS (RTFOARNE—EIRE, PIECOVVTOH— RBIEELN TG, BREOARITRE
37)
4. REDOES
B (I C k- TELEEHT D)
5. BHiE%E
HY (FRIHEROBIEESY)
6. EREENE
TROEEESBECEENERRET S,
BRIE CAEN ATER
hEE L L A
FiE: AT O NARKEEH BV LIERA T ABRLTLRBRENES

O fA#EHT
EBAEFBEHATREFRIRMES R eG4 BERX T SREMRN
MERKKRE RBAFHLEAR &R FF @
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<BMEE>
1gG4 BRERBEDZMITERMIZIE, LIEZHMBEICEIDELDETEHH, UTDQ~DENENDEZRR
DHEEICIYBHEINIDIEDHEEET D,

O<1 g 4R ER B AIEDIEED>
LT OMEEZEE. ERZEHENRET D,

1. BRERMICE—F-IIERER CHHENLTVFEALESH S VIIREMEEKR. BE. B, EESREZR
H5,

2. MRFMIZHgG4MmE (135 mg/dILlL) Z52H B

3. REBMBFMICLUTD2D%3EH5

O#EMWATR : FHRG ) v/ Bk BEMBORHEERELEZED

QlgGAE R E MR : 1264/ 1gGiE MR LE40% L L | 75\’3IgG4Bﬁ1iﬁ/£‘fﬂiﬂﬂ7§\10/HPFéﬁ_z/Z;

EEDSH, 1) . 2) | 3) FFEf-9HLDEHETEZEEE (definite) , 1) | 3) #Hm-T L DEEREDE
(probable) , 1) . 2) DHEH-FTELDEFEZEE (possible) &3 5.

=L, TEHRYMBBBMZEMA T, FRBFOEMLES (. B/ BRE) CEMEE(Cz—JLUE
=8, REMEEEBRER, FrvA TR, ZRIEREERHEE. Z2RMERXIERFELE. YI)LaCk—
DR IFERHRME S RIME R MERFEEGLE) LEATHIENEETHD,

Fl-, ERMARRRTESARE B, BER, PRAE, RER. MERELGE) T, ROGHEBNERIRTE
T AREZRAVTEHRRMICDHE# THoOTLERBREDZHBEEEZB T HEEICEXBH T 5.

Q<BCREMEXRDDMEED>
LT DS, #iE. REBFEXNRET S,
(ErE )
A. ZERIEE
L BEEX:
a. WEAMREX (diffuse)
b. BREMAEXK (segmental/focal)
. FEEOTEMME ERP
. MmFFEIFTRE
= 1G4 MfiE (135mg/dl LA L)
V. REMR . UTOO~DDMEDS5,
a.3 DUEZERHD
b.2 DZERHD
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OBED) %, REMRORELE, Rl
Q& 1 REFLT-Y 10 EEEBR 5 eG4 iR EMRRE
QTETEIR #7# 1L (storiform fibrosis)
@FAZE M &R 2 (obliterative phlebitis)
V. BESVRZE RRIEMERRE %, EICMERR A - EIRAR K, RASIERMEAE
a. BRRHIRE
BRERATRSIVEZRMRIZENT, BENEEORELHRE %, FILMHRER - KR KX (Mikulicz §8)
HBULIE
ZIEIRRMEAE LB TED.
b. IREEFHRE
AL REE &, BILMERR % - ERIR X, RIERBHEOFHMEREMREZZEDS.

<FTLarv>RTFOMREROME

HEMERICAVTIE, BEECEEREZRNRIC, ATOMFICLLARMNREZHEBICEL LI TES.
EMRBOEMNAHLMGS (FBERARFET RIS (EUS—FNA) HIlaZ2ETIToTHCEMNEFELL
A, REZHEELEEORNZELES ATOMNREIZLERBITAERMBEHITEITERETHS.

B. 2 Er(T+1&IAD2l, I/1EIE=IXIDEKR)
1. W2
DUFEAR
la+ <Ill/IVb/V (a/b) >
QR HE
b+11+ <II/IVb/V(a/b) >® 2 DL
EJFS
b+1+ <II/IVb/V(a/b) >+F T3>
QIR EM A HITERS
IVa

HEeREMEXERETIRBMUEEBREZET H5ITERP N FoNEMNo1-15E, EUS—FNA THERE
DR EN, /IVb/V (a/b) D 1 DLLEFFE-E I, 82 LT 5. IBIC, AT avmBRABMENNILERED
E9%.

82 x HAETIEBOTENG 2 HOAEEELH D,
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Q<IgG4 BEEREILIEARE K DBDWEED>
M2 . EHEDHIERNRET D

1. BEEGREICTHR-FNEEICOFAYE, HAIVIREBEDOFEMGEE R EBEEEEAIEL
REZEDD.
2. MKFHIZE 1gG4 MfE (135mg- dl LI E)ZEEDHD.
3. HEREMMER, 1sG4 BERIR - ERR K, 18G4 BIERBERBHEEDOVNITNHDEHERDS.
4. BERICLTOREBBFZHMREZRDS.
OEELI N, BREMBEORECREL
Q3&#h 1 HEFH=Y 10 EEHEZD eG4 [t B MRS
QTR HRHE 1L (storiform fibrosis)
@FAZE M #2AR 2 (obliterative phlebitis)
T3y  ATOMREBOHE
IEEAROBE RRNRETZERIES| % (Endoscopic ultrasound—guided fine needle aspiration, EUS—-FNA)
ZECHERBEOTELEMBRICAEV T, BEERCEELGEDEMBEZMRINMRIC, ATOCRZEX
DRBENREDHIEBICELIENTES.
B. &
[.#2:1+3, 1+2+400Q, 4023, 4D2®
I. ¥ 2 1+2+4Tav
. §¢&2:1+2

=1L, BEECEELCEDEMRE, REMELMEEROCRENBALSNEZREELEBE RERNT
BIENVETHD. BMBEEZBILULA, BRIKRIIZ 1gG4 BEFELHBEERNEETELGIMGS, T5
[CRTOMRBRETOT ICHEMBRICBNTIEAERTHS.

@<1gG4 EHERIR - IRES S UVHERIRRE DM ELE>

A. BZHTIER
1R -ETR-SETROFGRIE(BAALUL) . AFEI2AT U EDERERD S,

2. MRFHIIZE 1gG4 MIE (135mg- dl LIE)ZFRH 5.
3. JRBF - MR IR AR CE BRI GARG T 2 E MAR R M GRYLE K 5 2REF T l1gG4+/1gG+H50% LI E) #5B&H 5,

B. A& =

DI—YJULVERE. PR —V R FrvR VYU, SRMERMERFEE. BRI /NE BEREZR
"N o,

101



C. iZhr
ADT1 E2FIFTT1E3FRDH. BOEANKEERN L1 D% G4 BERR-BESIVERIFFE
LEWT D,

B<1gG4 BEE R DM ELE>
Definite. Probable Zx{& &9 5,

1. RETR . BERERBICASADEELZRS . MBREIZTE IeG MfE. EMAMIE. & IgE MAEDLVY
nhERERH 5,

2. R EHFHMGEEMR (VFAMBEX. BEREDOZHR MEEXZTRIE., BHMEIERE (hypovascular) |
BERBRIEERE)ZR05,

3. MZRFHIIZE 1gG4 MfE (135mg/dL LA L) ZEEH 5,

4. BEOFREBHABZHMICLUTO 2 DOFRERDHS,
a. ZEBRMGY) U/\Bk, REMBEORBEZRENH S, =L, 1g64/1g6iE1EMAREL40% L £, F-(X1g64

ISR EHRaN10/HPFE#B % 5,

b. RiAMAZ Y EOFHMNTRELEZRD S,

5. BELN OfEzE OREBEMEBFMICERG) U\, BREMBRORBEEZRD S, ==L, 1264/168
PEHIRELEA0% L E . F =X g HER EHIAE A0/ HPFERE X 5,

<EBWOHTI)—> (FEZLTOEMNEBEZERT D)
Definite: 1)+3)+4) a.b
2)+3)+4) a.b
2)+3)+5)
Probable 1)+4) a.b
2)+4) a.b
2)+5)
Possible 1)+3)
2)+3)
1)+4) a
2)+4) a

< AR B>

1ERIREGE AR B - SR IME KERSFIRE. IFEARIE 2 R M E R TR SFBIE. REMRERE

2EZRZH EDOEARE B E, BE(RBLREGE), BEE, BEZE X, SRNERMRFIE
fE, YILAAR—P R EDERLGE

102



<EEESE>
EREEFEXRMITAEMBZICHEL. BEEULERRET S,

BERRIETRIAEAT S,

B ATAARAEKRENE. HOIVIIERGITIERABERLBRESHNED
ORTHAFEH M
+HEBDATOARAEFIEERESE (05-06mg/ke) ZT>TLEMREATEHMES
ORTHARIKREHE
T+ REDRATOARBEETL., ERBALRLA. ATOSMRBEPHIETHEL. BIE TELVMES
Olg#RES
LEREBICRBELTVSEBHRER OHREEEENELILD
B CKD EEEH3ET G3b HBUL T A3 LLE
FRE : FAEMEENERTETRATUMEALENRE,
EEDHFREZ Child Pugh B UL E
fEEfiek - BAZEMRE bfﬁﬁﬁfﬂéfxv‘-yb#ﬁ)&t&‘bm%
FERZHESEE DS 7 taE
MEK 25 : PaO2 Y 60Torr uT@ﬁE"iﬁmrﬁ‘%"fﬁTé
FIEE- T REOAENHRT S, MEHN
HEINIZDFHDI=ODRATUTAVY
TEEK RILEDOHEBRENDLE

2 W I HE J O EUE FE 3 FA OIS 35 1) 5 BB IR

- IRAZWIC DD I BIZOWTE, A BICRRBRDOHIEN 22 <, MREFE ORI E L THENRRNE DT

HIIFHERAIGER T — X ThIUE, WOREEDOT — X 2 VT v,

2. InMRBRMRTRIC T 5 HIERE IOV L, YR ERZNEELO F TRIEAMT O TV HIREET, EIT 6
7 HE CEZAICHER SN RO EVIREETHI T 2 & &35,
3. ¥, JEROREN ERELOHEIEENIHE T ELU LICHEY LRWETH 50, mERERZ M5 Z &

M SEHOFREEAN LS O AT MVEAS e b L3y ]

DB RFITOWV T, EREBROXMNGE LT D,

o~ A
ALE:N

72
o vy =y TR v

EL;I DT Fﬁéﬁﬁﬁd‘mq+§}:%—

2
o~

b2 ey

PN 77PN 70

103



E-7 ~N—fEIxE

1. BE
A= (Perry) IEIRB TR ICHLEZBABEEGEOHBERKRETHD. NERET 1975 FIC

Perry HIZKYREMEDIDERBLUV/NS—F VI LERSELBAREBEEEGERBLLTHRESN.
WMAFTHARFEOARBHSERORZNMMESN TS, BRIERELTIEFY 48 BRELEET

AL, LBEMNERICETTEIN—F Y XLERERDITMA T, 52EK., 73— BilH. 5

FIHYEVST-FHIERE RO D, F- FHMEREL THIREDBBTAH D, AEELLTIIN

—F YR LIZHLT L K/RBFIRE DIR—F Y RABREPRIDOE, BRI L TA IR

(K BIFR B E SEEEL MG, IRABEIT,

2. [R&A
BEEEEFELT., 2009 £FIZ Farrer 5IZ&>T dynactin 22/39%3—K 95 DCTN1 D exon 2 [ZEE
NHECENEZIEHONTEY ., COEBEFEEBICKYRKENRETHIENALHNIZH->TVS, L
ML, A&, dynactin DEE THREEBNFKET IMNEIFRBALZAHLZL,

3. fEK

Perry FEIRBEIZIEBICENTHAH, HRMIZEVEASIBESN TS, EATHLEATADIL 6 K
RELLEMZ LN, Tz, TDIE5RRIGAMBAENSDIMETH D AMADRRIELT RIS
MRIFBOSNTEST  HMILTRELI-RRTHD, EORR LA 40 KM S 50 RATF(Z/S—F>
YZRLELLESDEROBR NGE OB MIER TRIET . /N—F V=X AIZRLTIE L R/ 8H
DNEMTHIIELEL LRNRFR USRI R ST OILTII T IDEHEH LD BEFLMESNT
W5, M EREICK T DEIERABRC. MEE/NRA—F U VIIRERATIENHICE#GILEHD,
LWL, REBHLIVAEROLAAON, SHICIEFREZEHNHIRT S, COFRES (S PRMEDERR
[UTHY . SEFR, R T OFFBIER, IFRELGENHIRT 5, FRESICHT HAERETGL F
GEEFREEICIINRL BN THY ATFRBICLDIEHYR—ABETHS,

4. AEE
BEYERICDOWTITEM L >THHAK L FARICEBRERENE THD. LML, BSEEROL
WEBIEHY ., RN H - THERDETHARL—FH TR+ THD, FREE (I L TIEAIFER
BIZKDIRPYR— DD ETHYREVRNSDLELLS, HAREIBEDECARESNATULVAL,

5. %t

FRIT 25514 FLEHICLOTIESDEREH SN, #4123 5o 5 ETMRGEDEHIEIZL DI LN
B0\, L. —EDDES SHAEMAEIR (S & D BRCHE T RIEZ (CHSIRARELELLHELH S,

104



O EHOHEICHELEIE
1. BEH
100 AR

2. RImDEE
B (DNTC1 BIRFEBIZESIN, COBEFEENEDISICRIEMFICEHIHIEAE)

3. MRMEEAE
REEL CRHERRIEDH)

4. REIDES
WHE (IR L, EFEEEEENROONI-ORHDEENDE)

»HY

6. EEENLE
IN—F Y ZXLEPRERE LTV ST Hoehn-Yahr EEE R EZ AT Yahr3 ELULEXER
LB, FREENHSNDT-. &t modifiedRankinscale THZEEL L, BE - #BEET

SLLE, MIRIEE T3 ULEIXNRET B,

O fA#EHT

MARKE IBEREXRFHEFRE B RS BF

105



<EHREHE>
NI1)—(Perry) IEIREF D BT E %

HEHERRET S,

A fE1R

FEER

1. ETHEONR—F VXL (EARHEOENZL, BERERVEMBICH LT L-F/IZR . FFER

(FREERDN—F VY ZXLTLELERERDEES LR ADRISHERF— BN S BRIGDH
Yo)

2. TIRO—R3DRGEDHEMER (BRTREHFLHY ., N—F VR ELLKT HESDITESE)

PR EEH DO TERKES (CLBMETHRICHIRT 52N S BIFRICEY, COEBRRN
FEICELELOHSL, EIRFFEIROREICLS, )

REF (3 FET 10-20kg DR E. 15|%RE 3 F£T 20kg DEERAVEZEDH B, HAWNEERWT—XTIE
24 AT 10kg DHRERDZZRD D, )

XFHEIK

1.
2.

N o oo » oo

N—F DY UREEEE. SORGEDRBIER. HOIVWEFERTHADEREDOREENHD
SRGIERDETERDIEEBLEET25EMNS8FE FREDT—AN 5 FREDFBETRLEIZEST
%)

FEIEN 50 ik LART (RIE S (CBIL TITRIEFEH 14 46+6.6 %)

TR PEE (CSEEIREE(RE IR R EE TED-HIEREETEXKT )

H s 0;BEEER (B4 B R ) iBEEER , Epworth Sleepiness Scale (ESS)T score Y 10 7R/~ LA E)
BREE. BREE

BEHEES (EIMHELE)

BIREER (BEFEERVRERR)

1.

DCTN1 Bz FDEEFMH

2. #HIFFEEZNRATEG DML, TDP-43 B OME IR ALK (BE . BN, TBIX. &5
HEDLEEGHEHADONE, AEXFUonAKRE LU TDP-3 A TR EIN S HEHRERN
[TREERMNZEDON, BICHEMEZICEHE TOP-43 A TLREIN S BRERNROOND)

CIREMR

1. BEER MRI/CT [XIEHE,

2. RIVVLIGTS5T74—THRMIEBRT DRSS SRR stage 3/4, REM EEER D 4>

3. MIBG DBV FT574—T MIBG DILMFA~DEYAAHET

4. BNIURIVFI 57— THIZERIEEEDMFTIET

106



D &2H
BERFTEERO1ETED/R—FOYZXLERO. TEERD 2)-4)D55 2 HEZH. XEBERDIL21E
BULHWERFERZROL) . HRFRETHENGIMREZADDLL,
FIFFER: TEERD)ETHED/R—FUVYZXLERD. 24 D55 2 BEZEFL. XFEKRDSS 2 EE U
E#ESTE,
AREMEAHD: TEERD 1) ETHD/NS—FV_XLERO. TBERD 2)-4HD55 1 BEFFEL., IEHER
MREEBEDSS 3EEULEESZE,

X

107



<EEEE>

UTOWTFNHERB-TIEEEXNRET D,

(DHoehn-Yahr EFEE 5 FEEX AT 3 ELLE,

(@modified Rankin Scale(mRS) . BE X &, FROZNZTNDFHER7—IILEZRANT, WTFRHMNIUL,

MDHoehn—-Yahr EfEE 548

1E —AMEFEOH, 8%, HEEESEEMEEEL.

2 AL DEENH L. ZRRFOESZELL. BEAE, 7
EXIZVOEFEHHIMNITLIS.

3E AEBEYRSFHIIEENRONS. FEEHLEEILHIBREINLH
BEICE O TIIEENTRETHY., RS IL. BLVLPEE
EDNFELEICIELT — ATEHIETES.

4 E BELUHREEETZEL. BNOAICKDIETIIRHBLLELIN. F
EXZGLISIDIE, HLIERESIZHFARETHS.

5 & LDIEBLRARET., TR LICIERYREEEH/FIZOEEY
DEFZTBELIOND.

(@modified Rankin Scale(mRS). BE -F&., FRDZTNZENDOFHER 7 —IILZRAWT, WIFnHh M3 LEE
WNRET D,
A A kR modified Rankin Scale (mRS) H|FEE#E=E

modified Rankin Scale SEITTRER
0.  FEoT=EMEHI LY BREKS SR BIENELITHVRETHD
1 ERIEH->THEHALEEE AL BRERS LT REBIZEH DD, FELFINSITo>TL AL
BEDEOHFEERITITAS EOEHICHIRITEVVIKETHD
2 BEOEE: FAE LRI ST > T LB OEHICHIRIEHZHH, BEEE

RELRIOZHDNTRTITRDEDIFITIEEVS BHDED  (FEILTHSKRETHD

EYDZEFBIELIZITAS

3. HEEORE: BUe A #BEREEZR AL EICRINTBELEET
SO EELEET DM, HITEINBELIZTRS BN BEST. BE. BELGH DR MMLAEEIZENE
EVEELLGWMRETHD
4 PEENMEEOEE: BESIT.BE. GELAADOHR. MLEBEICENBESNE
BT OHARHIERIZE NSV ETHD ETHN. FRENREILEELAVVRETHD
5 EEDEE: BISHEADNBELELT HRETHD

BfEY, RERE, BICNBLRFVELELT D

108



BE-XE N

0
1

2
3.
4
5

- JEIRIZL,
. BICOES. BEFELNELRVVEEDERNH LS, HEEF - BEEFITKELL,
. BYHEOI XL, BEROEEDIRELEET D,

BE-REERfFAIHONBZET .

. MBI SER OMREBENMBERE., FOBIRREBLGE) ZLEET D,
. EEMICEROMRBERITKELTLS,

R (R)

0
1

2
3.
4
5

| EREL.
 WEBOETHEOFREH BN, HREE BEEECKELL,
| IREE D18 SBED BN EE DERDHD,

MFIRE R BEER DY T2, HAWEBEAREDHEEFHETRUNNELD,

. BRORIHHNIERUGBRSHEEERANLE,
. [EUVRSH SV TGN [ESEEFRANDE,

MWL YE K O BEIEEE DO IRIC B 1 5 B9

1.

IR 2N D ERAREIR . AT AT LT IrERYE RICR B DO BUEN WA ITIE, WT
NOREO L DEHNTHE LI 2\, (7272 L, SRR ORI 2 /R I B HRIER S Th - T, il
WEREZR D DIZIR D)

. TRIRBHIAR ST D HIEE B OV TIE, U R EFEIO T CIREMTHhiIL TV HIREE T,
BT 6 » AR Che b EVIREBAZ EMI W2 2 & &9 5,

LB, ERORREED FREOEIEE S C—EU RICY LRWE Th 508, EsH R IR 4 ikt
D2 ENRERFIZONTIL, EREMRONG LT 5,

109



