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1954 J—LoA

GERi A

& PR B FERIEIE SRR FASR CPiHEAREIORRT ZOM GBI
1 | 115 G glucocerebrosidase DG T [RYEEm 7 OO2E 5 glucocerebroside ORI (4 R () SE
(Gaucher ) 2. 27 (G L&Y LD L&Y L&Y
3. 38U (MR 2. A 2.72L 2.7 2.72L
3. KTt 3. R 3. A
2 S B PR AR T T | AT acid sphingomyel inase OTEMHE T [R5 sphingomyelin & (U > ¥ TR (i) S
Y B IRE 2.B% 1.5y L&Y 1.5y 1.5y
(Niemann-Pick ## A, B/ Acid 2. K5t 2.72L 2.72L 2.72L
sphingomyel inase deficiency (ASMD)) 3. Kt 3. Rt 3. Rt
3 =y By e 1. LAY NPCI 7213 NP2 2552, 74 VELAMETO cholesterol O | JpERRAS (i) SiE
(Ni emann—Pick 775 C ) 2. RN 1L.&Y Eaid 1.&Y
2.72L Loy 2.72L
3. RFEh 2.72L 3. A
3. AR
4 ML H> 7Yy =y A Ll B-galactosidase OIFIEE T RIS PO 5% SR (R S
2. FA L&Y L&Y LdY
3. N 2. KFe 2.72L 2.72L
3. KFi 3. AR
5 QR H> 7 YAy R—v A 1Ly B-hexosaminidase A OFHHE oY 7=y IHEXA) DET | 1. oligosaccharides JRrPHRIER; SRS (PR L)
(FA + w27 29 (Tay-Sachs J9)) 2. FHFR LdHY 25 2] LdHY
3. RN 2. RFte L&Y 2.72L 2.72L
Total B-hexosaminidase OfEM: 2.72L 3. Kt 3. K
1IEHE 3. KFiti 2.0 B 7 A ROEf]
2. RENE (ARSI L)
LdY
2.7
3. AR
(> RARZ95 (Sandhoff #5)) 1. gAY B-hexosaminidase A OFEMHET BYT 2=y k(HEXD) Difs T 1. oligosaccharides JRHPRIRH RS (HHGER L)
2. L&Y i L&Y L&Y
3. RN 2. KFhte L&Y 2.72L 2.72L
Total 8-hexosaminidase DG T 2.72L 3. Kt 3. KK
LY 3. KTt 2.0 H 7Y A ROHRE
2. R B &)
1L.HY
2.72L
3. R
(AB/SY 72 B) 1Ly M2 H 7 ) A MEMLERAEOR | o2 IEHEEAE (G2 ST | 1. oligosaccharides JRAWRIE TS (SR &)
2. 7R BUK T i L&Y L&Y
3. RN L&Y L&Y 2.72L 2.72L
2.72L 2.72L 3. A 3. A
3. R 3. KTt 2.Q2 H ) A RO
B2 &)
1.5y
2.72L
3. R
6 Vi 1. LR galactocerebrosidase OIFHHE T [ 7oA TRRMGART CRISHRD SeH
(Krabbe %) 2. 7R L&Y LD L&Y
3. RABY 2. K5t 2.7 2.72L
3. KFh 3. R
7 FYPEIE DA a7 4 — 1. PRI arylsul fatase A OJFHHIET RS P oA Sulfatide OIRHHRIBIN TP CRIHRIRD S8
2. 3R 1.5y L&Y 1.5y 1.5y
3. RN 2. K 2.72L 2.72L 2.72L
3. KTt 3. RFE 3. AT
8 S NFTNANT 7 Z—BIAE 1PN arylsul fatase A, B, C OIEMHE SUMF1 -4 SRR PR (ki) S
OMultiple sulfatase ZKAEE) 2. LA 1L.5HY 1L.&Y (1.sulfatide 2.DS 3.HS) 1L.5HY
2. RFte 2.72L 1.5y 2.72L
3. A 2.72L 3. A
3. R
9 77— L1 ceramidase OIFPHET [ 7oA ceramide OOFFFE (B2 FHHH SR GRS
(Farber J5%) 2. 2% L&Y LD L&Y L&Y
3. 3% 2. K 2.72L 2.72L 2.72L
4. 4% 3. RFEh 3. R 3. R
5. 5741
6. 67
7. 7R
10 LT HET R L= a~-iduronidase OFEHHE T RIS PO 5% 1.0 2. HS bR PRI, A
2. N—F— /x4 T L&Y L&Y L&Y L&Y
3. = A T 2. R 2.7 2. R 2.72L
3. KFi 3. AR
11 LI T 1. H iduronate-2-sulfatase OJFIHE RIS PO 5% 1.0 2. HS bR PRI, A
~NE ) 2. TR LdY L LdHY LdHY
2. K 2.72L 2. RFte 2.72L
3. KFii 3. R
12 LTI TTT 4 1A% heparan N-sulfatase OFFMHE T [ oA HS Otk TR,
(W7 4 VRR) 1L.HY L&Y LdY LdY
2. K 2.72L 2. K 2.72L
2.BAY a-N-acetylglucosaminidase OFMHEK T 3. Rt 3. RFEite
LdY RS P oA
2. RFte L&Y
3.CHY acetyl-CoA: a glucosaminide N- 2.72L
acetyltransferase OFFPHE T 3. AR
LdY RS P oA
2. RFte L&Y
4.DHY N-acetylglucosamine 6-sulfatase (I 2.72L
[i98 3. KTt
Loy
2. RENE RIS PO 5%
L&Y
2721
3. KTt
13 LT TV R LAR galactosamine 6-sulfatase OIGIHE T [ oA 1.KS 2. CS-A DBR-PHRt R ailigetisis
(FENFATF) i) 1.&Y 1L.&Y 1.&Y 1.&Y
Y 2. K 2.721L 2.72L 2.72L
2.BAY B-galactosidase 3. Kt 3. RFEite 3. Kt
LdY RS 7oA
2. KFte L&Y
2721

3. KFh




Giea PR B FERIEIE RS FASR CPiHEREOBRT ZOM GBI
14 LIZHHEVT Y 1. arylsulfatase B OJFHHETT [ FOASS DS JRe RS PR
(a2 b=+ F3I) 2. PR L&Y & L&Y LY LY
2. R 2.72L 2. R 2.72L
3. KFh 3. A
15 DAL VI LT B-glucuronidase OIFIHET [DLSE(EEapz 1.0S 2.HS 3.CS RpHRtE A
(R 2. kPR LY L&Y LY 1.5y
3. R 2. K5 2720 2.72L 2.72L
3. R 3. R 3. R
16 LZHEE X hyaluronidase OIFMHE [ FOASS BEEfFEIPROAIERES IO PR
(b7 vnm=4F—+¥xXHIE L&Y L&Y L&Y L&Y
(Hyaluronidase ZKAHE) ) 2. Rt 2.72L 2720 2.7
3. R 3. R 3. R
17 T Y R—U R L1 sial idase OIHMHE T (RIS oA JRH sialyloligosaccharide HRMtS: | B (V> SERzeh) S
2. 114 LY L&Y ki LY
2. R 2.72L LdHY 2.72L
3. RFEh 2.72L 3. A
3. A
18 HZY "TY F—= R LR ORI B-galactosidase OIEMHE VRIS T CTSA 05 JR sialyloligosaccharide HRIESE | JEM (V> BRadi) S
2. Wity Loy L&Y il LdY
3 AHEROWNY 2. K 2.7 1L.HY 2.72L
sialidase OFEHE T 3. R 2721 3. R
LdY 3. A
2. K
cathepsin A DIEMHET
LY
2. K
19 LAY ER—TR 1 FE (TAY, T-cell %) U 78k B galactosidase OIGIHE T GNPTAB i 255 TR
2. BREE (111 72D L&Y L&Y (EARBOSHIHIE M CO23H)
2. KFte 2.72L 1.5y
1ffEH @-mannosidase OGN 3. RFti 2.7
1.HY 3. A
2. R GNPTG TR F-00285%
1k f~fucosidase OREIEENI L&Y
2] 2721
2. R 3. ARt
20 QRS YRR 1. PR a-mannosidase DIHPHET [ oo Ze s oligosaccharide DFRARIETLE, P (TR Vol B
2. AR LdHY L&D LdY LdHY
2.72L 2.72L 2.72L 2.72L
3. A 3. A 3. A 3. A
21 B~ )V R—=TA B-mannosidase OFEVEK DL (ayanyi oligosaccharide bR TR (R, B R
LdY L&Y Loy Loy
2. RENE 2781 2.72L 2.72L
3. A 3. A 3. A
22 PEDINS 1. FLUwR a—fucosidase OFEIHE T [RYESEm 7 OO2E 5 oligosaccharide OORHYRITE; TR (R SLH
2. TR LdHY L&D LdY LdHY
2. RENE 2781 2.72L 2.72L
3. A 3. A 3. A
23 T A GVFNL L2 L aspartylglucosaminidase OFFMHE T [RYEEm 7 OO2E 5 oligosaccharide ORHYRIT; R (VR SE
1L.&Y IEHE ( ) 1L.&Y (aspartylglucosamine) 1.HY
R (o~ ) 2.78L L&Y 2721
2. R 3. AR 2.7¢L 3. R
3. A
24 v RT—/ kR 118 N-acetyl--galactosaminidase JHHE T GGy ap7ik: S 1. oligosaccharide R RIS S
(Schindler,/4HIR#5) 2. 114 1.&Y 1L.&Y 2. glycopeptide OPR-FOHRIEH (B, ARz, R
3. 1117 2. R 2.72L LdY LdHY
3. AR 2.72L 2.7¢L
3. A 3. A
25 ALY 1. FLy acid a-glucosidase DIFMHET [ OASS TP (R S
(Pompe 73) 2. 7NJER L&Y L&Y L&Y
3. RN 2. R 2.72L 2.72L
3. KFh 3. A
26 P U/ SR A LA (74 b~ 9 | acid lipase OIEHE T LIPATE{R FO02E5% 1. cholesterol ester (¥ A (TR S
(Wolman %)) 1.5HY 1L.&Y 2. triglyceride (D% 1.5HY
2.8 (AL AT R—Lx 2. Rt 2.72L LdY 2.72L
AT VAERHE (CESD)) 3. KTt 2. 7L 3. A
3. A
2 Rl Lamp-2 OGP OTE Lamp2 ORI TIES: TR (7)., LIS
(Danon #7) L&Y L&Y L&Y
2.72L 2.72L 2.72L
3. A 3. A 3. A
2 W 7 EE LR () STALIN DS SLCITAS (STALIN) SHfr 255 PRl T RO 5 R (R, ) B
2. FEpE Loy L&Y Loy L&Y
3. %795 Salla ) (SR 2.72L 2.72L 2.72L 2.72L
3. A 3. A 3. A 3. A
29 rA RURT AT —2 A 1. SR PPT DFH; [F/Ss T (CND) 0% SRR
2. LU L&Y L&Y [
3. AL 2. K 2.72L 4 )
4. AR tripeptidyl peptidase 1 DF¥H 3. Kt 1.GROD 2.CV 3.FP 4.RL
5. R LdY [FERIRT (AN2) 025 2]
6. FEirR 2. K L&Y 2.72L
2.72L 3. R
3. RFEh AT, et A )
ZOHD CANFEET OB
30 777V 1R a-galactosidase A DIFIHE T RIS PO 5% Gb3 DIRFPHRIESE AR, R (D TR 5
2. LdHY L&Y LdHY )
2. 781 GHE~T e ) 2.72L 2721
3. BT oS 3. A 3. A 3. A
31 SAFUE QAT )= A) 1R CINS {5705 FUfER-OY AT AR E5- R (AR L) B
2. FEpE L&Y LdY L&Y
3.HER (Y 2.72L 2.72L 2.72L
3. A 3. A 3. A
DS : dermatan sulfate HS : heparan sulfate KS : keratan sulfate (S : chondroitin sulfate
GROD : granular osmiophilic deposits RL : rectilinear complex CV : curvilinear profiles FP : fingerprint profiles
PPT : palmitoyl protein thioesterase
lysosomal SAT : lysosomal sialic acid transporter
CTH : ceramide trihexoside
2007-01-01 (2024 £FE)
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M- BRI R R (L /NP BB K FR L RN EREZEEERET D,

TOVVRBRIBTENEEDGS, B, HHET. £HBER. RERDICBRILEERDHD, F
FEIF 2 AR, ABAE TR O ON D, T, BBHICHRERNALNLGEHEHY . TBEET S,

ALD BHEEHEWTH 80%ICEIBAE2ZEY HLn, TOHIZFEIBHEREICTREGAITTR
R HlILDRALN,
ZHREZFETHL—EHTIEMEEEDIT AMN BRIEIRE R T ZEH D (XEREE).

BEE

INRRIKBCHEWTHRER PO EMBHERMEICLY . EEKOETOFELENHFESNTEY . AE
FRELTHRSING, FRERFHRUBAKRBKEICH L TORERRICE 5N LM/ RESN
TW%, —A. ETHTOREF TIE+R2EHRI/FEONLGNTEN S, F-, EMEHATEIEI R E
THEBHE(GVHD RE)IZKDEEHLHY . BIGICOVWTIE+DEREADBETH D, FHDOZEER
HOEMHHBEBENFRICBEVTEBOTEETHS,

Lorenzo's oil (AL AV E: TILHER=4:1)(d. AP DB RIFEEIAER (VLCFA) (FFIZEaFNAERAER)  1IEE



£gHh%, BEL-HEERZINGITIMRIIZLVEEZON TV, TDH, AMN OXERIEE DK
Pt R AE IR [CIEHE A EL TERICIS L HUERENR CEFREZT, BIE A 2SR L TIER
TOARRIDFHEENITHNS (=1L, RTOAREIIEHZERICITEDTHS) .

5. Fik

INRRINEY AKINE T, BABRDGE. RER. DEIETLEMG 1 ~2F TEARRKEICE
BTENB L, KINIZHBEIREZFROHEL AMN EGI LB RETHEORBELY . EHFRIERIFTHS.
2L BBPITHRAKRBKBZFETL. RERGETERODIHHLHY EENDLETHD, /M- HEBET
HREAKRBEIZBITTEEN DD, TETOVIEE AMN PRBEIERT I EAHY. TBEZET
%,

KEEBRICEALTE. BEATIIREOFRNTALETHL-0. BITHEEREL, KINEREHL
RSN TIPS TR L—XAE M MRS HEE RIET 57012, FKAERTD XA SIEEZ follow-up A
HEDIEN KRB D FRUEICEETHD,

ZDEHITH KEDRGHENSDEEZENI )T PRRADKREE B IR~ ORBBILHERIZ M
HEE MEBEAICHALBREZLENSED TUVKDELH D, F-BREKO LI MRl TREHFZE
DNREESNBEIENZNIEND, BE. BHIT2END 12 BORFKERRICHLTITIRES,NAIZ1E
® MRI, #REEPRE GREFREMRVEMERERG) . 60 AN S1EIC1 EOMBLEFRE
(Wechsler RENGERZE ML) . BIC 12 MU TIX1ET LD MRIRENDELEZ S, WTIAHLDKRETK
A DRENTIESNIz(FIROETADH 1) BEIZIE, BRICENBMRBEERITRELE DN
%,

O BHOHEIHELEE
1. BER (P EEERZREILREFER)
249 A\
2. BROHE
FBER(ABCD1 Ma—KLTLY% ATP-binding cassette subfamily D member 1 DHEEEFR EIZLYEFELT-
B REAERBROBESAREIND, )
3. RMITEEFE
KA, - iR R DOV TIE RER DS MEFHARTEHE, AMN, ZHEREE XL TIEHERE,
BIBEFR2ICHLTIERTRS FRIDFEFREE,
4. RADEE
WEGEITHETHD.)
5. ZME#E
&HY
6. EEENE
ERRIZRBICEDRENFEBELZRAVT. 2 TORBERRET S,

O fa#iE#HT



[SA4VY =LK/ ANLAFY—LFEEIBBEVAMNAT—Z2E80) [THIT R EZ - RRAERE T REL
YR RIRMAFIDOREILICEET SBT3

MARERE BEEHNKE 7/LERE #LEGUERELET /LERAEFTAHRBA-HEHK
£ BluRz



<FEREE>
Definite ZXRET S
A TEFERRUERKRFTR
BRE(R) CERREICROONIFRIFLUTOESYTH D,

1. FEELK
INETILIERMRESEEZTOLRESEULIEREZET 5, RATIIHEHO RN
HREILEEERET D,

2. SEEREE
INRTIEXEERE.RA-EH-BHN-EF-REBELEOERELNEND, RATIE, MINEEDOET. 5
RIBHEEE (KB, K1T. KRV WEEET S,
3. RAET
MBEERELTEZLD . AHFORE MR REELHELET S, (REEDHE. AYMNK IO
ENNBIZHREIEITEET D),
4. HITEE
T FRE (B REERETHIENELDN, EZICEREFRODEED D, ) ICRDS51T
BEE29 5,
5. SEARRREIE
M DEN. BRITOTTE., FBHURIBET. EORBEICEVWTEEEEICEDHOND,
6. REESE
RERVFESMEES, AMNTIE., BHEOBREBEEERTHNEL,
7. BEEHEEE
HRES. EEGEEET S,
8. BIBEFR 2K
BN BRTIR. AERD. 8RB (RE.BA) . BLELEEET S,

B. REMR
1. BREEHEED T
C26:0, C25:0, C24:07%5: & DB RIHIEIHEEDIEMNER DO D, MBER T4 TIT) Y MBHRIEE. FF
MEREREEHEEAVTHNT 5, BREREEROEMOIEE LERKFRE OMICIEEEMSEELD, =
HREEDKI80% THEREEHEDIEMERDH 5,
SEE(MFRT4>T3I1)2C26:0.7C22:0)
INREIALD 00260 = 0.0084 (n=47)
EEEavbA—)L 0.0056 = 0.0013 (n=710)
2. E{&32 W (BEEMRI, EBERCT)
INBRRNE, BEIRRE, i AKBKE TIE, KiNEEORRBEERAIIC—EL T, CTTIX RIS,
MRI T23& R E{& . FLARE{E CIEBETEER DD RED A HIFHREEAE. EEELBEOAIRKE
FEDER., R REBAZ LAY, ENICRIBEEBBE OSBRI BELHEH D,
AMNTIZL, T25&FRER . FLAREHR THARDOSESEZEL LT, ETHICEEHOERMERE



PEESNDIEN DD Mk - IR B TIXSARER, /i, BREERGEDRBEZEMARET D FEE
DIRBEREDH AL TIE, ARV =V AIZKYERHRZRDO D,

3. HIREEPIRE
BEME RS FH ELL(ABR) T I~MIBREBRENER T HIEN LS KERTFREL (SEP) KU
BRREFHRECM(VEP) LEREZRDDIIENZL RIEMBRCERBTLEERTERDHEHENH D,
4. BIBEHERE
BEER B9 ZERIE IR TH . ACTHE fE torapid ACTHRIEEAER CIE RIGZERHDENDH D,
5. BTN
ABCDEGFNEERIZHE T MUELEGTFERICTHSHGHEBEREOLNTLEL, B—DE
EZALTOWVTLELGHBRFRUEE R C L KLBBRIN S,
6. IREFTR
REZLEPRAHRERLBEBETHLID T, ERTOZERICIEFILIAL, KINBE DR, )4 —
DR, MERBEDREMBZEINENIELRNEEDHFHTHS. BIT TIEREMBDE L. ETHA
[CITZERLGEREERD D ANAERBREOTI/O77—o  BIT KRB, REHES 1D R
[CHROERDEBREENEZRDS, COBEMIIBREBMEHEBEETSILATA—ILIZATIL
ZETCLOLEFEINTIVD,

C. #AlzZH
1./hR
FERMESEBEE. FBES. DHE. RAES. 8. 7OV R, HES. BB
(SSPE) . tho B EC AR T—
2./ A
KGR FRE. 2R MELE. FBHR. REE. S8/MEERE. 7OVUR. IKES.
EHYUNE. hOBED RO T —

<sWoHhTII—>
DefiniteE LTI, FEO~@DDWNT MR E T HEHET S,
DFTED(N~B)DEE L TEH=TLD (RESR)
QRENICHKAESE X IERRENSY. FRO)EHE -9 B R (REABH)
QT EDMER)EFH-T XM T, RIEENIZREZTXIIREEMN DS, HHWIIERE
RIS ECABCD HBIEFEREANTOEATET 2156 (KERESE)
@ABCDIIRIREDERFEENRESN-BMH

MEEFERRVEBRKRATR TRAFIEE (1. ~8. )DHHDLKELT1 DU LEEZLANH S,
(2)fuE. MiF. FMHKBEOWFT M TR RBEEVHRENSE,
(3)EEER MRI, £ EZHRE. BIBHEREOVI NN TEEZRDD, <EEESE>
TROBEDEZSHEL, 2 TOREERNRET S,



K BIEBRE AT —DRE

OUNY PN
RAEFRTIL. 3~ 105, - TEEL. RA-BAHET. MEEEE. STEELETREL. M
ETHEMREICELZENZD, RLSVERAFER,

QREHAKIE
FAEFRNIE. 11~215%, BRRAEIR . ERIKIZIBIL/NR B EIFIFE R,

QBB & —1—0/F— (adrenomyeloneuropathy : AMN)
10 BE~BAT, BEENFE CRELBRICETIZ. BEOREEBEEZHESITENSZL,
BEOKRHEGZEE ., ERERES. EELEI2E0H 5,
INBERIZRNTSLY,

Ol YN Eil
PR AL, ZIAIEEDIE T FFARER TRIEL . DRELAKRICRFEITETLTEYIREICE
2o

R, MES. hOBRESANOT—, SRMUEILELE DBRERESOEANNBE,
AMNODEEFRE! THRAEL . BBRIEEL TR AKKE L5588 H 5,
QUNIE P
INBRER. TR D EMAEERUE M/ N EEEROBRKERERT 5.
CrPVVs"
BN BEFIR.AERL. REOBRABLLERETRAEEROAERET S,
HRER ETRIELY,
D&HRESE
T REE O —EILAMNIZB-EERERE R T 25E801H 5,
@it
FIERI B %,

KW R K OV EIEE OIS T3 5 B EFH

1. WAZWIT WD ERRIER, AR REICE LT, 2R IR OBUEN RWGEITE, Wi
OO L DOEHNTHZE LI 28\ (7272 L, SOl 2 rn T iRIERE Th - T,
RHHER B DIZIR D, ),

2. IREBIIAZIZ T A EIEESFEIC OV T, MU EFERDO T TIHRBEMTOIL TV HRETH
ST, HIT 6 2 A M Th b BVIRIEL ER W5 2 & &35,

3. B, SEROBREN FEROEEE SRS C—EU LY LW ETH L0, EEERERZ G 5
ZERRERLDOIZOWTIL, EREMROME LT D,



25 EITHEZRMERERNE
O BE

1. B}E

ZLD NITEBREELTND JIC RUA—TIMILAMN, REDNMETLIK A TIRRIZEBITLTS
HORREERTERETHD,

AFITOHEITH 2 BB EINIE (Progressive Multifocal Leukoencephalopathy :PML) D& FEEEEL T
(. MARZREBEESROCBRRE - EEBRNLSL HV BEELEDH

FRKTlE PML O ERRED Z<E HIV BREEN G HDHH (5 85%) . RIMTIEZ D ERER B (L ELEM
ZIKIZHT-5FERTH S,

JC RUF—TIMILADRBREE S -/NEHAISEZY . RAORKREELELAOD 80%EETHS.

2. [FRA
JCRIA—I VAN ADNBESBIEIRDEENEL TOREICEBOESE LR FITHREL
TWAEBEZLNTHEY. BEATLRFIZIC VMILRIEIRF DNA & TES, £, BREAORMHEM B
MAEPIZHVMILR DNA A EHh, BREFGERELTVODSLDEEZLN TS, ChoDHERRIZFEER
BFELTND JCRUA—IVAMILANBEBERORESTE FIHBIERETS) ICRKYBERIESh,
PMLZRET HEEZLND,

3. fEIK
PML DERRAEK (TR L THAI L EME 1 ZRMLTEZE THAIN ., JKRONDHNFRAERK (T 7 FFRE - mAR
PR - BREIMREEE - KB RREERLGLETHS, TR, IIRERDBELLDICHRRE B EEE - R
TREE - FREEED - K ERE- KBTS MOY | KAEKREICESFEN S,
Fl=ARICESREBRBEICKYDIRBBREAD JC IMIILRBBROFBERIENEIY, AENARKIC
BERER(RVEGRAE)DBEZRLIGEENH D (R EBEE LR B (immune reconstitution

inflammatory syndrome:IRIS))

4. BEE
JC RUA—T I ILRIZHT DI EMAERIEEL, TDT=0. PML OARITEBKBICHESRELE
ETZEEERBLLZBIETIENERELGS, DFEY. HIV-PML TIX cART %%, JE HIV-PML TIERE
EHK| DI P MIFRIEICLDEMZEEIDOBBRDTHNS, DNA EFEEEEZFDELIZIRVAILR
BEROAA—TJAVEEFRIFRT JC RIA—IIAMILRICHONINENHLHEDIETVALAIL
DEVHARBE TGV BE IV T7ORBEETHIATAF U PRSI DEITH LI ITFELNEHT
SIHELHY . MEBOHRABENSIHONIESLIEZ TETLS,

5 %%
—fRICEBEMNS QB TETT AN, AENRPCEEORENDOXRELEICKYETHALEFY, [



BI2561H5H. HV ZERKRELL- PML O RAETFHIREIL 1.8 &£, TOMDKBERERKRELLE:
PML (IR REFHEAINALSNTEY . EHTFRVFEISENVRETHD,

O EHOHEIILELEE
1. BEH
100 A& (BARVIIZ&D)
2. RIFDHE
TR UCRIA—TIAMINROBEEIENTEIN TS, )
3. MIRMGEAERAE
REESL (RARREEEGL, )
4. REDEE
HEGETHETH D, )
HY (ARVOZHEEHY,)
6. EREENLE
Barthel Index ZFL\T. 85 MU TERRET S,

[TUA IR RERME AL ABRECRE T 2AT R
MEARERE EHARRRZAELEH BRERAREVS— &k BRRELD HE BESH
MESEE MARIITBCEARRIBILFREE RREMBILEHARR KaERE B =ERA



<EEREE>
Definite, Probable 2Bt PML xR &Y 5,
RI1ER2TEMHEENELSGEIL. SHEENASWVLOEFEHEAT 5.

A JEIK-ERERFRR
BREETIEDNETH D, RET 2 (ADS, HuiEH|- REHAFIFIRSLE) DEELEYFHEF
(FRIVXRT WYX ITE)ZHERATOEFITEREL. MAREASVANEARELH D, -5
RARIE NG E D RIERISERE, IFRIEIRELTHRE.HERRRE ., SBAEREREE . K&, R AES.
R PRARRRIE ., MR INTRE S RGP RARIERZET D, MARDES . WO A TEBRERESIKEICE
%o

B. REMR
1. BEIRIREEER MRI/CT AT R BEICIZEZ DLV K/NTRRE., BEHEDREIBE
REOBEHIZIEI MR ARIEAT. REAEBE-FIARL-RETHELGEOHEREN
FARTHD REG T BRAEBRTEES. T2 BFAEBRU FLAR BB TEIEBZET 5. Li
EEZR TEHLLVEELSESEEL. AWVRERESEIENZ LGSO VT IKROEES
REEZETDHIEN S5, AR =) LIEEMMRIEEZRAET DD, FNITHEDHZIHER
HEZLLH D,
2. fx&BE& M D PCR T JCV DNA A& H
BOERICIIZED LN H D, BBLLLICBERENTLELID T, PML DEVLHIHNILTHEERE
5,
3. REZMRE
Bl S (& A 4% TR AR BT R(a)& JCV R 3(b)ZEEFA
a. BEE EAKCHEARZEIDIVVTHEOEFE. 7ANTYTORIG. VB 77—
T-2y0 )7 OHE
b.  JCV DNA. mRNA, 2/ \VE DA X EFBEMIRICEDVAIL AR FDRE

C. &Rk
BERMEDENZHELTIRBTHES A7 —HEDRBEEOELEERE I ILA(HIV)
BXSE . AR AT OIAILR(CMV) X REZENH D, LML, AIDS 7%E PML AR R 5N BFRAEIZIE,
LIZLIE HIV BXAEXS CMV IR ENE BT 5,

=1 ERRAZIEE BRRAER - B - INEHRE LUBRNZEIZLD)

M ETHEORE

RV EEER MRI/CT FR R BE ICINFBZE OGO K/ITE. MEEDORENHE
MBS PCR T JCV DNA ASiRH
BHERNEZEE-9 ik BEERREIZERN TEZS,

N o=



R2 . REZFHNREICKDZEELE
1. AAUMGREFNAE R, BXL-#&EET54)I TR0 )7 FREBEEETHT7 b
AY A DFE
2. REMBIEEFLEIEFEMBENR: RELEICKS JCV 2\ VBRI LIIEFBEMBRIZEL
504 L RAHFDREE
3. #AfZERALV=JCV PCR: #2315 JCV DNA DEEEA

<EEohTI)—>
Definite 1: 1M 4 IHB Zi#1=9
Definite 2: 20 3IEB Zi#1=9
Definite 3: 2D 1&iF\m=-LMNDR2D 2 F-(X3DELLIFHEI-T
Definite 4*: R2MD1Z&M/ELMNDOR1D4EHTI=T

Probable 1:F&®R1MD3MD4%&Fm LI D1HANI20ELLIFHT=T
Probable 2: 2D 1&if@m=LMND2&L3%Hm=7%0Y

BEICBVT, AR RHEY (BGRZWHERSE) XIHRINGSIZOABE,

SER:PMLEEREE 2017 (HARB LUBRK) TIXIFR 20 Probable TEREKRE LV EBRTIRICKVILDERE
ZRNTERB S definite £ETDIEDEREMNHY .. CHIZEL THT=IZ Definite 4 Z5% (1=,



<EEERE>
HERE RO ST - Barthel Index 85 B LI T&#X & ET S,

BEERAE J=F
Hil. BBELREDEET ., ZEMNBRNICENEZS 10
1 BE EBANE(BIZIE, ENTEY>THILKLTESD) 5
278
Hi.JL—% UL AMDRELET (HTEILED) 15
BHEFH —
o BEOHINBRIIEHREET S 10
A Yy — Y 5
- Al g C
DBH i ’
2N XIIAATHE 0
o B3GR, B8, mEE., OIT4Y) 5
3 ER
ER B X IE A el EE 0
B3 (KIRDIBE. BIAKEED . R—2T L EBLEEZFERALTLAESE 0
FOEXELED)
4 hMLENME - y
BB, hEX 25, KR RIBRIZNHBEIFET S 5
SN IEATTHE 0
. Ehva 5
5 AN
MBI LA aTRE 0
45m YL EDH1T, MER (EHEF. HTREBRODEROFEEIRMHT 15
6 B 45m Y L DNBSIT. SITHROFEREED 10
1T
SATEEDBE . EAFITT 45m LI EDIRETEE
LEEE LIS
Bi.FIYLBEDFEROEEIIRHEL 10
7 BEERE | TXIIEREZETS
T HE
Hi.#. 7R F—  HEOEHREZED 10
8 BEZ B, BEMLERMN, 29 LUEIXESTITAS
LEEE LIS
S2AL. 7. LEOIRLVE RS 10
PeEa -
9 a—L LEICRERY G LEORRWVICNBZEETIZELST
LEEE LIS
KB L, INRIBBOERIRLEATRE 10
HEFRav b
10 a1 EEIZREDRY  WWRBORFEWVIZNHBZEETZELED
LEEE LIS




Karnofsky score

BEDIKEE A37
1. BB REICHTHEEDRAMNGL, BREKERKREL, 100
2. BUVRIRGER (XH SN, EREIEENAIRE 920
3. MEYERERIEKRH B DS, B AL TEEEEN AT HE 80
4. BN BEDOHEEXTEIN. EEDEH - FBTHILIEARTTHE 70
5 BRICHELGILIETELN . FANENDE 60
6. ERZEZERBLI-FERVOEHNNCERTANDLE 50
7. 8IS BULGERRVEENDE 40
8. 2<HTT . AN DEZAFIFELES>TLVRLY, 30
9-FEICEE. ABRDPBLETHE NG EENDE 20
10. SEEALUIEL TULVS, 10
1. 3 0

P HEYE K OVERSE Sy FE OO IS 38 1T 2 B R

1.ﬁ%w WD ERARIEIR, MAPT RAEICBI LT, ZIrEYE RICR B O BUEN WG A 12T, Wi
OO L DOEHNTHZE LI 22\ (72720, SOl 2 rm T iRIERE Th - T,
RARER B DIZIR D, ),

2. TREBRLATR ST 2 EHAEE A SEIC OV T, MY R EFEEO T CIRENMTHOIL TV A IREE

. IET 6 0 H R TR b B RTE %E%ﬁﬂﬁ?é LT 5,

3.&kxﬁh®ﬁgﬁ FEOESEE S C—EU RIS LARWE TH L0, mEERERZ KT 5

ZEBMER L DIZONWTIE, EREHRORNG LTS,



O HM=

1. BIE
BEMUHMNMFATREINDEGEFHREDRM, HERMUICEDLEELIDDELGIERENETND LS
NTLED, CNETOECA AR TRMBRYEREAESEMBEIANNF—1(EEERBHER (S
BIR))  [EFRIFNF— | (RREAREBEEER(BHER)) . [IRREEEM I/ N\F— (BREKIE
B R (BEEER)) DIREHNFLELTHRESNTVS, WITNEERBICEVWTRRESINEERETHS,

2. RA

MEERY ZZRAZ R MBS A /NF— &, D7 IVBRE SRR O RERETI NS5 GNEERFNDI
AU RERIZKYS T IVEEEREEMNME T T D ETRIET D, [SFRSANF—IF. BHFEHIXO
T4—2B B EELL, DYSFEEFDERICESHBIRIEEICARISIERESRITIIVI VDO RIBETH
%, 05, TIREEERMESIANF— IORRERFELT LRPI2, GIPC1, NOTCHZNLC, RILPLT @) CGG
FITLyRE—MERDEE SN AFBIZH T HTRIFGEER L ES A /NNF— 15O KF . LRPI2, GIPCI,
NOTCHZNLC DWW M E—MBERZE T 5L MESNTz, F-fZL. TIREEERFMBIF/N\F—1&
FEESNAH O HBIZIE, EREICIE. BRRREFENICFEL T SRBEERH RO T—ITEELTLSH
1H5,

3. fE4K
MY ZERZ IR M BIA /NF—1E 10 KBRF ~30 KEBFITIFTTREL. FIREHERICRER
TH, EITTIEAEMBERIND FEZNICBRIUEROBIRESEMET S, [ SFRIANF—E,
10 KB ~30 REBFICREL. EICTREDFHENBININETTILEMBLRESND, FEZH
[CIEFR R DR - BETEIEFETHY., IE CK BENBEICLRET S, IRIFERGCESA/SF—11E.
BERAR~EFEHIHTTREL, RETE. BERESHES. B TESICMA T HFICTR=EH%
BIIANF—%ET S, HREFENICITERYEREZRDS,

4. BEE
BRI 29ME ., £-TRREEEM B4/ F— | CIIEE T EE(C L DR R E T LT, SHER
EEITI.

5. %%
HITES . ETES., RS ALRENELS,



O EHOHEIILELEE

1. BEV(SH I EEERZBELRFER
294 A

2. RIFDHIE
THGEGFEENTEIA TN, )

3. MIRMGEAERAE
REEL (BRAREEEGL, )

4. REIDEE
LEGETHETHD.)
HY CEMBIIA/RF—ZE %)

6. EfEEREE
Barthel Index ZFL T, 85 BLUTERERET S,

O fE#siR#HT
[F A HREICET SREHRE
MERKRE RAKXRFRXFZREZRVEHRGREARTE R FAER



<EOMREZE>

Definite, Probable X% &9 5,
BAUBIANF—ELTTROBEEFEED D,

1) ZRFRISF/NF—

2)#ZEY ZERaE SR A EIS A/ F— (DMRV/GNE myopathy)
3) IRMHEE R B A /N F—

4) T DM D= RZA /NF—

1) Z3FRI= A/ SF— (MIM# 254130, Miyoshi myopathy, Distal dysferlinopathy) 2l & 4
A. BRERHI4HE
a. BRBKRBMER(HMHEER) XITMFEME
b. EITHDHNET RUMER: THRETHE. FICHEHINESND,

B. dysferlin @ E¥4fh
a. dysferlin I8 (BEHEHRE LB RIIITRE T OV ENT)
b. DYSF (dysferlin) B FDHREZE SR XIFEEATOESREE

C. HAIFZH
Fife PR A 255 1
RUFERLEAMOBER tOERMEIA/NF—E2ET,)
- REER R R
§m BB 2 RO 55 A
DB RAT—
S RMHR

<gZMohTIy—>
Definite : AD a M2 b FiGf=L. ™M DOB®D a £1=(% b #i&l=9
Probable: A®M a MD b FifEf-L. BAEHmIN TLVAELY

<BEHIE>
B PR B 45 1
- FAEEERE 30 METIZELY,
ETTNISECIF O ETHAEERT S,
S ER TERMEZE L (F=1=L. fibrillation potential B IRIE MUP MEBHLNEZENH D, )
- SATRTREG R A IMSE CK EAYEE S {E (1,000IU/L LLE)ERT,
dysferlin @ il
-CD14 (G4 2/ BRD I TR A>T Oy MET T dysferlin X8



2) MY EREESEMEISA /NF— (MIM# 600737, Distal myopathy with rimmed vacuoles : DMRV, GNE
myopathy*) 2 E#E

A. BRERBIFFE
a. BRBKBIER (SHER) RITMFELE
b. EITHDEHNET RUHHER AR EH CRIREHH . KNEHNRINDSH, KBRMEER X
Z<IR=N D,

B. HERFR
BEY ERE S A IR

C. BIFHRE
GNEBIEFDHREESERXIFEE~NTOESRELE

D. #AIZH
Fifa PR By 855 7
R HERLEAMMOHER hOBREEIANF—EEL,)
- HIZRMER R
REBF A8 A
BRIV ZERERTMDIA/NNF—

<E¥ohTI)—>

Definite:A(a D b) F1=[& B D% EL 1 DE@wI-L. D C &=

Probable:A(a 7D b) Zif=L. D B Zif=9

* DMRV X I[& Nonaka Myopathy [ZEFEIIZ GNE myopathy E#fi—FEFRT BENEH S (Huizing et al.
Neuromuscul Disord 2014) h¥, RZHEER(ICITREBASN TLSEFREHEELT=.

<&ERIE>
Bl PR HO 0
FIEFE L 16 MAVD 40 METH BN,
5~20 FDFBTHITTRRELEDHEN SN,
‘B &% 9 B DBFITIME CK EIFEEMNSEESHE(1,5001U/L LLF) THS
SR ERITHIRMZE L (7212, fibrillation potential > HRIE MUP A ZRHLNEZENH D, )
PERMA
BEBUVORERSZEFEDOED,
-FHRHRNO B-TIOSNEE
-FIRMERN O E X F UM E ALK
- FRERHEA D p62 [H T EESR (K



ISR U ERIEE
(BEFEMEBICOBXITHBERND 15~20nm O T 145 A2 MR E A K (tubulofilamentous
inclusions) M7F7E



3) BRIREE =L B 2747 VF— (Oculopharyngodistal myopathy) F2 B £ %

A. BRERBIFFE
a. REE T EFIINRBFHE (LLIIZDOWMA)EET S
b. ETEZ-BEEEEET S,
c. BUFDHNET -HEBERT 5.

B. iR R
a. BEYZERZHSIHRHEDFETITHBERND p62 GitREADEFRE

b. BBD/NALIRIEDERE

CEEFMRE
a. LRP12, GIPC1, NOTCH2ZNLC, RILPL1, LOC642361/NUTM2B-AST1 DL\ M T 5 JEERERFEELIC
CGG VE—MaEMLABND
b. PABPN1 @ GCN JE—MERMNALNLZL

D. #ERIZH
i PR B 55 A
REIHERLEAMOBHER (hOEREEIANF—FED,)
-REETE.NRFFHE. BT -BEEEEELLI35Mh0mEHEASR REERH RO T—
(OPMD) . 181 1T M 4 BR £ BRI AE 1% B (CPEO) . A XM ENERE . EEMHEHELLE) RE
=k
FIYERREE =T O K E (OPMD, GNE 274 /3F—_ VCP BEIA /N\F—, HAKFHXEL)

<gEohTIN—>

Definite 1: ADBRIKFTR D55 1 DL EE C-a ZFiFT=9

Definite 2: ADERIRATR D55 2 DL L& B-a, C-b Fifif=9

Probable: ADBEERFTR M55 2 DL EE B-a =13 B-b (B LLIFTZF DT A) &=

<BEFE>
HRRETETH D,
- EREARENER(BHER) OREREZRDLIENH D,
7% CKEIXIEEE M CERESE (6 MARTHE<ES 1 EIF 1,000 IU/L LLTF)
S ER TERMEZE L (F=1=L. fibrillation potential B IRIE MUP MEBHLNEZENH D, )



4)ZNith

DR BIZF NF— ML

OXEMS
FOMOEMBIANF—EIREREEFORESNTOVENLDEZED T FEDHMENH S, ZZTIE,
FOMOBRMEZANF—HIZLTA+BOETE®/E=ITEDEEERT B,

o T o

o

A. BRERBIFFE

BAUFHANBAICESNS,

- A TH S,

. BRZEFZHHT . BEMEXITETIETH D,
2 FUEDRBTHD.

B. SRR

a

b

- BREEEDOEFE
CFARREREEEEGVD, HoTEHAETEE THRATEDLDTIHEL,

C. BzFMRE
REREEFAASNIGIEEIZE, TNEHRET S (RETADEZ S, REFBAILEHT D).
LTI, EREREB SN HEILIL DO DRRMEMBEIF /NF—ThHY. R, EGHEA. RE
BIEFZEIELT 5. SR EEFSODBEHEDYFILICBEET S,

Distal anterior compartment myopathy (DACM) : dysferlin RIE(Z LB, BaRIZ B (= 1F B LD AN,
THRETEDOH AN FATREENS, AR, DYSF
Non-dysferlin distal muscular dystrophy : Z1F&! [ZLUF-EGK - TRIEBFFRZEE 9 5. AR, ANOS
Welander distal myopathy*:40 X LAREIZFEAEL . FIEHEHDHFH HIETETRT, AD, TIA7
Early-onset distal myopathy*:/NBFEAE CRIE B H - FIREHBERVEREHBEOHNETET
4, AD. MYH7
Distal myopathy with CAV3 mutation: EERIETFAHFDH NETEZRL., BIEFHIEXEET S
EN#H B, AD, CAV3
Vocal cord and pharyngeal dysfunction with distal myopathy (VCPDM) : Ea S LU HEFHIETE
=9, AD. MATR3
Distal VCP(valosin containing protein) —mutated myopathy*: B /N vhE&ERIEERIEER ZRANEE
5, LIFLIFwmERMEEILZHES, AD, VCP
Distal nebulin (NEB) myopathy*: /NEBWNSEFEMARIE CRIREHDOH NIETZETRT . AR, NEB
Tibial muscular dystrophy (TMD)*: BIEBEFDEHAHIETERT . AD, TTN
R R ERHEMES A/ SF — (myofibrillar myopathy) - RIRFHICERERN DKL GEOEERZ RN
9%, 8E AD. TTID, LDB3, CRYAB, DES, FLNC

AD: EFBREMER(BHER) . AR BRZEBABEER(EHER) .« AR TRERRE



D. $ERIZH
SERMIANF— BB IANF—DEREELLILEHIN . E THRLYERNADNEBEIEEER
HIANRF—ELTHET S,

<zZWoAHTI)—>
Definite: ADa—-dH LUBMDa-bEIT AN Tifwl=9



<EEERE>
HEBE R ST : Barthel Index
85 ML TZERRET B,

BEARE =8
Hi, BBELGEDEET, ZEMNBRRNIZERKZS 10
1 BE AN (BZIE, ENMTEY>THALKLTES) 5
2B 0
SN BHi.JL—F ., D9 RAMDBELET (HITEHILED) 15
T T | BEOBANBXEEREETS 10
2 bAYEA N
FEAZEIFFIEETHAMNIZIZENED 5
DIEE
2N BIXIETaTEE 0
L B (., BE, mEE, O IF#IY) 5
3 EA
MBI XTI T AT RE 0
B (KBRDBRE. BIBREET . R—2T I EBLEEZFEALTLSIESE 0
ZFDEBELED)
4 MLENME . ; -
MBI, REXZ S, KR, BIBKRICNHBIZEEST D 5
MBI IIA AT RE 0
. =hva 5
5 AB
AN IEFETHE 0
45m L EDHIT, HEE (ESF. STHRIEIBRO DERADOFEIMHT 15
6 B 45m L LD BISIT. HSITHROFERESED 10
. BT TEEDBE . BATT 45m LLE DERIEFEE
EE2Lst
B, FFYLEDFERADEREIIRHEL 10
7 MBEERFER | MBIXIIEREETS 5
T gE 0
Bi. . 77 A F—  EEDEFEREED 10
8 BEEZ ER B AZEMNLERN, 32U EFBESTITZS 5
LEEE LIS 0
KELL, TG, LEOIRLEETEE 10
BefEa R - .
9 a1 EEIZREDRY. whm. LEOTIRWNNINBEETIELED 5
EE2Lst
KL, URFRESD RV ATAE 10
RV
10 a1 EEIZEREDLY . WRBOFIEWZNMBEETIELED 5
EE2Lst




PO EEYE K OVEE FE 0 B O 12 B 1) 5 B R R I

.ﬁ%@ WD ERARIEIR . BT AT LT IR RICRe B D BUEN W EA 12T, Wi
ﬂ@ﬁ%@%@%%wf%%biz&w(tﬁb\%ﬁﬁﬁ@ﬁu%mﬁﬁﬁﬁﬁﬁf%of\%
RAREZR B DITIR D, ),

. TRIRBRIGH R B B IOV TIE, EUIREFNEHEO T CIREMThbiL T 5 kEE

< C, BT 6 22 H Tl b VR TE %E%##Mﬁé LT D,

LR RO FROEREE S T EU FICEEE LW E TH DN, @R ERE T 5
ZEBMER L DIZONWTIL, EREHRORNGET 5,



48 [RFEMH) VBB RIKEIRE

O HM=

1.

W=

RUVEEEHA (aPL) 21X, AL S FHUE Uk (aCL) L 31p2 F ) a7 BT 42 1 Hifk(ap2GP)., JL—7
AEERTF (LAC) . TytILI U RIG (STS) ARG ENEENDIN. ChoDAEFL. BRI
B B2AR O MASSE . M/DMRBAE. RIERE - FERNBRECLELZA DGR VIEEIKEIRE
(APS) M EOND, EBMTTIM—TR(SLE)ZiaH LT HIBRRCBCRBEERIZROONLIL
DEONERFM) . RHFKE APS 3EFEET D, 1. SHBEELRFICHADIFETBRGREL. BIESR
U EAEIR EE (catastrophic APS) EMEONS, RREIEKREFBETHS,

2. [fRAE

aPL [& APTT QERZH-5T MY, ERRRMIICIZERETTEL . MRFEZERT . TOF IETBHATH LAY
ODDREEMEIN TN, ThblE. 1. YU RBEERFEERERGEIIFHIRICHELTLSR2 F)aT
ATAVIZBEETS. 2. TATAY C DEHILZEETS. 3. MENERMBE LDV KRED YO
NSUBRBZEELRVLEE TS, 4. BEIGHICEMERNRERIASDTOARIY A1) EEZIN]
5.5 MERNRMBENSD T+ I4ILT SR (von Willebrand) R F BTSSRI/ ST HTARN—E(
EEA—DELEREEEMSED. BETHD.

3. fEK

aPL &, BVFRARIMASAE . RIETRE - IE0R 10 BALEOFERNBIRET. /MR ELRE LAERET 5,
Fr  V—LATKBG M EZASECREMBMMEEM O Evans FEIZBHZASELH D, BHET HELIE
KERIITRT . CblE SLE PEERERBICRSTRIAVVERICEA>TROHLND, 2RICZ
HMEDIEIRIEEEET catastrophic APS TlE, REDERESE. INMEREE . ARDS HROMFERESE. D
WE DICIHEDEELEREHD,

MU IEBEMEERBICADNDIER
(1) fu#2 e
<EEARR >
AR EE - AR SE . IR AP FRARMLASAE . AR BEAR MASAE . B FRARMMARAE . M B%AR M AL AE . MAREERAR M AR SE/
FAZE. MietEERARA . THIERE. MM S MELE. /\yE-F7") (Budd-Chiari) SEIRE L,
<EIfRZR>
PAEEE, — @R MR AE. FDE . DEE. KEES. MiRIEE. MIRBARMSIE ., BEE.
FHEE. EE. BREERELE.,
)/ IEREE URFROLERZE @KER) . ) U BERABEERE B/ miz) | ffifatim,
DEFEE. Bl H i
B)AEE. FERRIRIET. ITIRE M AEIEEE. ITIRS ME BIE. BBEETS



(4) D FIRE FEE. F£E) . DRER

(5) /MR A E

(6) F Dt
BEfEEamEEm. TU7> X (Evans) IEIREF. B8, BHR. MERXKRS. 7OV M. R
PEARFRAER E

4. BEE

migtE APS [ L TIEIMg BEN EAREL D, LM A, IV/MMEFI (ERETRE YL | 158
FoOESY PEUSE—IL, YAREY —IL, TORATSUDUEFILE)  UgER (N2, TILT
FIVRE) R RBHEE (VOXFT—CHE)REEERH REICHCRIRIND, ERH APS(REIE)
[ZRLTIE. FREYDEARY U DHBERB I EbNS,

BIBRREATOAREGREMHZEL, MK EBIC SLE BEDBECRERENHDHIHE O, catastrophic
APS B EIZHBEENS, ChoDREIGIEET aPL DAL E TS, BIBREATOMRDE
AEREEZNEMEEHDI-OEENDLETHD, TOM. FREICISCMBERBEE LA 2T OT)Y
REFIEENFRAIND,

5. %t
FRIZ. BENDERETDIERFREICK D, ZIEFFFEESEH S catastrophic APS [EFEFRTHD.

O EHOHEICHELEIE

1. BER (ST EEERSREIREER
636 A

2. RIRDEE
FN:

3. HERMAAE A E
RHES IRABERL, )

4. REOEE
PE (LI ARNRETEEEELSS,)
Y (2006 FEDERIRIISEIRARRBIC LD VIEERIKERBE O S EERE (2006 FAHIRITAT
T IR=—E) ISHSBIA%)

6. EEESEE
RUVIEERRERBOEREESEEAVTIEULERRET S,

O fEHiR#HT
rBCR&EREICEY SHENERIL
MERKRE LBEXRFAZEREFVER & RBAREHE HR BExEH




<BHREZE>

Definite ZxfR & %,
A. BRIREHE
1. MAEE
BER2ZH. HONIIERFMIEIBAIN AL MERE O REFZF DOV EIFIRSD S U (F/N D
EOMmiEE

o ()R HHEHK. iEEFTHLL

o BAEMDMBAELZHAENEYITHLMNGEMDFRERILZOGEE FERRFTRICED TELL

o REMOFHIRMAZILEZEFSR

2. REHE a~cDWLWTIIERDHD,

adtiR 10 BLE T, I RRADGWEEREREDIELT,

b(7)FM. EEFIRSMEERE. FLIX
(NRBEEER 2L DR 34 BRFEDIEEHRERBEDRE

c.3E LI EERRT 1R 10 BRFEDRERERRRARE (F-1-L. BADELTIZEHEE . N2 WER
EE XBOFBEFKEEZRG)

B. REE%E

1. International Society of Thrombosis and Hemostasis DA FSAIZEDW-AIEEZ T L—TFTRAT7Y
FaFy o 128U EOMREEST2E L RSN S,

2. BELINT- ELISA k- b2 RN RERIE R (CLA K) - b2 R LBER HERITE % (CLEIA X) IZH L
T.HEEL LD AED (>40 GPL or MPL, X[£>99 /S—t> 44 )L) 1gG B XL IgM B D aCL A
128 EORMREESLNTC2E L E&RHEINS,

3. 1ZE#EINT=ELUSA K- LFEREAFERTEE (CUA K) - L FRAEER FERIE X (CLEIA K) [2TH U
T.HEEULOAM (>99 /X—t2F/IL)D IgG B XIF IgM B DB 2 F)adaTa2 HinEN
128 EORMREESLNTC2E L E&RHEINS,

<sEHOAHTI)—>
Definite: A1, 20WTFNMIIEBULEERD . MOBD1~3OWNWITFhMIEBEHUEZH-T



<EEESE>
SELULERRET D,

1B ABREESGL. M ORSREZ N ADL DIET ALY,
o HI/MREEPCHREEEEIITOTHELYT  BE—FLURICMAREDHI-LBRENLES,
o IHIRSHHEDEREDAH TMEFEDERENZES,
o IMiEEDEREIIHLAMBREZIIROT . BELFITKENGL,

2 GERLTLSARE. M DfEZREE AL ADL BT ALY,
o HIM/MREEVCHEEREZITOTEY. BE—FURNICMAZIEDHF-GREAGG S MIRE
DEEEIHHHRBREZIIROT . BEEFITKENGL,

i

SEARICEAMOLT BREUEDMBENHS. RIFEEDEFEE® ADL DIETHAH S,
o ERMOMEE: Rll/MREEPCHBREREZITOTLSIZEMANDLT  BE—ELURICH TG
MmEEEEL-5E
o RBEDMABEST APS [CXAHKBMLIHBFIET MEE. DEHEE, MEE., BEE. HAOET PR
BREEGEDHDLDOD ADL DIETHRIFEALELRES

A UTOO~DWThMN1DULEZERDH S,
OV VEEERAEEREICHT /8K . DRREED. QhFEDEBABEENHY ADL DIETAHS,
o HUVIEEMABEERSE ZSHNIHEEINIZ APS [TNA T, UVIEEHRARED Mm/MRE D . #
RIEFLGE T S RENFIREZHELTLDIEE,
o HIREE BE—FLRITHEYRF O MR D T B CITIRS FHED T 15 B B SHuf/ MR R OHus
BREZIToTLDIEE
o hEHEEDMIBRIES APS ICRDHKMMTERRFIET (MEE. DHEE. MEE, BES. HAE
TrHREEERELGE)NHY ADL DIETHLHHEE

SE:LUTOO~@ODONThM1DULEEREDS,
OBIFER! APS, QF GV LBRLIZAEREZET SV EENAREERE. QBRI DOITIREHE. DE
EDIEREEICLSD ADL DIEETHH S,
® RIER APS: BE—FLUNICHKEL. RFMEREZVLELT H5E
o HUVIEEMAEERE A EEINT APS [TNZ T, BE—FELRNICHY VISBERABEED
/MR D . #EEELGE IR SRBEINFIEEZFIELIZHEEHIVIEERICEYBEEEIEL
==y
o IHIREHHE  BE—FLURNITIIRS MEEIRELGE DEIREHHEICKH L TEBRELELLIZEE
EEDIEREE APS [CXHK LG EEMRIEE (NIEE, DHEE. EE, BEE. RNIET
ORBFEBELGE) ICKYNMBINRELLSHE ELLADL DEETHAHLEE



PO EEYE K OVEE FE 0 B O 12 B 1) 5 B R R I

.ﬁ%@ WD ERARIEIR . BT AT LT IR RICRe B D BUEN W EA 12T, Wi
ﬂ@ﬁ%@%@%%wf%%biz&w(tﬁb\%ﬁﬁﬁ@ﬁu%mﬁﬁﬁﬁﬁﬁf%of\%
RAREZR B DITIR D, ),

. TRIRBRIGH R B B IOV TIE, EUIREFNEHEO T CIREMThbiL T 5 kEE

< C, BT 6 22 H Tl b VR TE %E%##Mﬁé LT D,

LR RO FROEREE S T EU FICEEE LW E TH DN, @R ERE T 5
ZEBMER L DIZONWTIL, EREHRORNGET 5,



50 KIBRAK SFHIEMmK

1. #§}E

HOeREMEOREMMHER T, EITABFOMBHERE . . WEEHLREDHNETEERT #£EH
BRBEHIDDIE. REMREMES, FEOAREIHEBOCRERBIINTIECRETHIN. £T
D - RERBNE SN S0 1T TIHLL, FICKREEKRTIE., FHMEBAICRBSHAHAOT L BERR L.
AR ERBELT. HREBRSEZZROIEN . MOBRKBEEKRICE r /0JYVMEPEDS
NAZERERD S, 2009 FOERRKRFAEBEAZOHEFTFERICEINIL, ZFHME % (polymyositis : PM) - K [E 5
% (dermatomyositis :DM) DHEE B FEHULIFIIF T, BLIF1:3T, BEE—V(E5~9m & 50 K
[ZHo7=,

2. FRA

FEEDEBRHICIT, BERHROREEFHREBFE~DZRBE, BRHEOLEME. T, BENZDHLN
%, =EMMEIE. T.BU/ Bk, v /077 —CRETHSDH, DT, SRMUFH LA TIXZEMARIC CD8 5t
T UDNEKAZL REFHKTIE CD4 Bt T U/ \HKAZ L L Sl ERNRMEICHIKLENZEDON
oML, BIEIFXF5—CD8 51t T U/ KICKLHHEMBEE . REIRARICIIHMNERENRET
HHEDHMBAONT=, LML, TORDOHRAR LR BOERRICEMUE, KB REZITOERH K
BREHROFENSEFENENDEETHREKERERET DREMHEELNSI—DDAN
IS LTHAELEZ NS,

3. fEK

DL HERELT. RB. 25BER. ZEF R, BRTIR, AERDLGE  OFAEKREL T, BRICHK
FEL THEITT D45, MBGEGIHEE ., . WEHOF NETHASLETICHADNDLIHADETIE, 32
B BREDIRE LR D, ETHITIEFHERZES. ODM [CHEMLEEE REERK L. AV O—TF
EEIENS ERREBDFEEN DKM B THS., FieDIEHHESChFIEEHAEmOE /I,
vV EBEFIENDIEBOEFHOLLAHEELS,

INLD=KREIFRDHIZ, V BIROS 3— LEBIREIFEN LA BRI O, FHREBO AL, —HFADK
EBREIC. ZHELGRERENEAETILDEEHREEMETES, L1 /—ERKLH 30%DEFIZES
NEHH, BERAEDLIICKEEBCFIRREICETT HILEFDEL,

MEMMREEICELHY. EMFREZERT 5, HICRRETHICE. TOFFETLTHERLE
LIS TRICEDREN H D, Ff-. EITHITIE, TEIRK, DRLLENALNDIENHDH, —RAOL
EEL T DM TIXHI3EFIH . PM TIX2EFBEHEBEBEHEOT LY,

4. AEE
BARBIZ) o N\BROT/OT7—URBEFSECREEABEENREOREARATHY . BIBRERT
O/ REHRSENE—BIRELD BETES, 2R ETHEREEM XD HDEF T, D=6, 58 H0Hh



DEONMIBREFIET IV ELDS.
RERERDEFTITENLDHEELBARATOAEABENEBEEND BIBREXATOMREN. B
KR +5 . FHERGEDBMERICIYEZGVD . REICKYBRT 0L DERFITIE., REINHEZ G
Y%, D HLEREEL T, REI DTV REFHTIRENHINFRIEICZL EREAILZ
thF TREMFNEITOILELDHS.
RRETHEORMERMRZESHIT IESTIE. BMAHCERERIBRERATASNREREIFIEE
HAT 5, -, BHEEBREREZ T 2TV AETHEN KR TH S,

5. F&

ARETHMEEMRACESEREEHITIEMNEFENEL SREFR-REFRONEEE
D5 10%IFFEDEHTNZ 5, LIEFIDSEETFEIL., £ 80%RTHRLINLID, ABEEITESLTES
Y, BIZKELTWSERDNS, LAL. BHRIFRTOSRBETERLOIT T, HHREICITRY
ZETDHEELEBRRLBFBOEFIZHNETNEDEND,

O BE#HIFEICHELEHE
1. BEH (SN I EEERSBETREEHN)
25,259 A
2. FEFOHHE
FN
3. HRMLAE A
KM (HRAMBELL, )
4. REBDEE
PWE(NEREEA 6. BRLOTL,)
5. BME%E
HY BB EREAEFRBLODHEENSHE)
6. EEENLE
HEMICLBDEREEEAL, D~DONTANITERLT ILENEEREHROTRET S,

O fAEHT
TBEREKREICEAT SRENRIL
MERKKE LBEXRFRE Fkk EBEx 2t




<TWREAE>
1. PHREAEIEE
(DR ERER
(@A)ARO—T % mEIE (& A BIDIRERER D AT B FEMAIR
b)SIvrAVES FHEEHETEOES
()TvhA R : FIEREME E S LU R E S E DI
(2) LR RIETREOAMFDHHET
(RFHAD B Fa X TIEER
(MHIMEFHREEER OLTFoXFF—EXIETILRS—E)DLER
(B)FRkE Y HEREL
(B)BHIRE 7L \BEE 2 R IR &R
(NEEMRAERR (FE. CRP LR XIEXFiETTHE)
(8)F R HEME CIIARZME*?
(FERTHADKREFNR  HREO LR UMARRE

2. ZWOHTI)—

REfH%:18 MU LTRELEZLOT, (NWDRBERD(@Q)~(CDIER U EZREL, M DFEBEFIZ(2)~(9)
DEEH 4BFEBULEZEBTLD,

BEMREHE 18 FREBTRELEZLDT. (WOEBERD(@)~(CD1EB U LE(Q) ZMm-L. M OiEA
FIZ(4). (5).(®). ODIEEH 2 HEULEZEHTID,

BIEMREHL: (1)ORBERDE@~CD 1 BRAUEZE:L. REREFHTRAREHRXICER
THN®ER=THD,

SHEMHXNSBRULTRELEZLDOT, ODKREERERE. (Q~OQONEBEH 4IHBLULERBLTLD,
HFEMESEMEH X 18 FRETRELELLOT. (WRBERERE. (2)&i#T=L. (4). (5).(8). ONEEH 2
HEULEZE®BETIO,

3. BAHZEETDHRE

BFICRDEAR  FERIRIMEAD R E DIERBRE MR K RFIMEIA/NTF— AP BEE - ERABHHEEICHIZ
AR\ F—  BREEBICHESIHER., FREGOLREMREEZICHEIHHET. HUAAT—ZDMDE
HEMERE. ARG R BB REXBEETCTOMORERE

128, Hi ARS HUKEIREF (F1 & BB R (LK) EIREE) . RENEMREIRIEEST/NF—LBEHSN L1 K2
MEEE - [TRRBIZEOHTLL,

x
* 1

EE IR A5 SUEFE S RMH X THEROBITA BN £, MR TOH %R Hi R (T2 35
/BEVHHER TEIES . T BAEGCESES TRATEZL0LT 5,

* 2

7) $LARS il (5 Jo-1 FAE L) . ) HMDASHifk. ) HiMi-2 itk DR TIFI-y itk 4) HNXP2
fibk. ) f SAE 4K, %) #i SRP Hifk. &) #i HMGCR $if.

* 3

AU, REOER (FHEOBA IR . RRAEBORREN. REESHLER. HFHERE
M. UL BRET KL ME RSB EHRORERRRN, R OFEEN, LFLRE, B
HHNFIEH L. BIGLELE DR ROHOVON RO, BEREEHHE TEHT BHESNES
BT %



<EEESE>

LUTOWTIMIZEZETHEFEZEELL. EREMROMRET D,

RERBICHET HHNETHHD,
RE-mBGEGI R (CRRER . =AF. tH 5B . LB=5E%. HIEH . KERIUSER . KERE/H )
DEFH AT AN SEFEEHE T4+ (10 BRFEFHET) LT
X(F. RFEOVNTNAMN—D0D MMT H4 (10 EXREEEMT8) LITF
2)FERBICHKT S CKELLLEITILFS—EELENH S,
) EBMHDRL (REMRICHHENLEES. ZEMEHIVIEAILEDOIBE. AEIE XD EHEIIZFRD
BNBED)DHD, *EFIIEXTIAIEEFEED
4)EBMEORBEMMAEZEHLTVD (ZDAREFEET. ),

RO HLYE N OVEE FE A3 B OIS 2 36 1T % B A

1.

IR 2N D ERREIR . AT AT LT BIrERYE RICR B DO BUEN WSS ITIE, Wi
NORAO L DOERANTHE LI X2 (7272 L, YRR OKR &2 R T ERIERE CH - T, i

FATEERR B DITIR D, ),

L IRIEBIATZ IS 3T D EAEE S FEIZ OWTE, YR EFERO T CIRENMThIL TV 20K
ST, E6 A TR bEWVREBZEMPEToZ2 L 272,

LB, TERORBEN FROBEEESFECEL LICEY LW E TH LM, SRR Ak

52 EBRERLDIZONWTIE, EREMROXMNRET D,



51 £HMHEEE

1. =

£ B 1458 R AE (Systemic sclerosis: SSc) (&, K& CHRIEMEZHEL (Bl ELVS) 45 EL . 18I
BRBTHIEETHD, LOL. FEDEE., ETLEEIDVTIEEZEIZL > THRALATHIRITEFELSDE
ThHd, COERML. 2HMEREZRE2DICHFTEPENEREMICIEKAVLNTINS, DFY., #
RGERE NI TUFARBELCRE S UARKRAE & LBRMBEROIBREREFELEL G HRK
FENZH TN TN, AIE EFHELYS~6FELIAIEETTHIENZ D, BEORER TITETIE
[FEAELGLD, HAWEIRRTHS, GH. RREERKRIEIIREDHITEIELNEZLL<BIDHERT
HY. B DIEBREFELEEFMEBRIE LT ELELLLDTHS,

2. [BE
2EBMREEDFRARIIEHTHY . TOREIX+RICIF@BBEINA TGN, LHAL, TRETOHEIC
FUDRERE . Q. QMEEE,. Cho3DNEELFEVEEMEETHEMNBELMELST-,
LAL. FDHRERBFZRWPHERICOVDTIEFRRADEETH S,

3. fEIK
LA /—fEiK. RIEFEIL. Z DD R EEK . IR . MRAET V) — £ EREBERGENRD
S, FIEOEMMNGE. MEmELE. DSMER. TR, BEE. Bk, AL IR RIRTR. Ei.
TH. ADRLLEMNEILIEDNH D 2HMERE TR EUMAATHE, RMRAYAT—EI1(Scl-
70) ik, Bt UIRNP HUA, it RNA FRUAS—E MHAGEDBEIND, FTBRLIzIVFA R EELE S
B8R I TIXMRA Y AZ—EI1(Scl-70) iR RNA RYAS—F M As gt sh, —ATRE
REELE £ B MM EE I CIERE A OATRELN B EL S,

4. jakik
WMAEDLEZA, 2 EHBREFTASEIEFTHEVD. HEIEEONREHF CELABEIFARS
NO2H5, KRHFIELT. (MRATACMRDERNR (REELIZHLT) . (2)290HRRT7IR (FE MR
BICRLT) . QT RUOTHEE FERERBERICHLT)  (ATARGHF A7) (MEREICHL
T).(5)ACE FAZE RERETV)—EIZHLT) . (B)TUREY ZRIKHERZE, PDES AEE, FLF
NI (TARTIHEMEREICKH LT, TR U ZBERERED >RV AV EFRERITHLT) . (7)
JYF 2T (REFECHESMERRICHLT) . (8) =74 =7 (MEMMEERICHLT) BEMNES
Y (%5
BEICHARBEICIE. NIBEBBEC LD EEESFLERL. TOEEEICR>TRLEYEEZAONDE
BOERBERL-EEMRREDSEAIRTAUEEREL,



5. Ft%

LHMBEEDORBETRTILE HEWAERE RI TUFAREEILRE S 5 MR E LB
BREMOIMREREFELCELHHEREIORINKICILD, [VFARBELE S S H®REAE | TIEH
ES~6ELUNICKERIEDETRUNBHRENHIRT 510, TELRYEBHIEELZRBL. NER
EDEHCETETELLFMASILIBOTCEETHD. —A. [REREFLELEHEEIEIT
(. ZDREFILDETIIHEL HoTHIRBRTH D, 4H. mMEELUNEELRNBREEEHHT
BIEEDLGVOD B IEETERFRICEETIEHETH D, MmmELEITILTIE, HFEICED
b EHMLGER D) —=U T RENBETH D,

O EHOHFEIHELEE
1. BER(SHREEERZHKEILLREFER
26,728 N,
2. EIRDEE
T~EA
3. MRMERERAE
REEL FRBREIELL, )
4. REBDEE
HE(NEREZE6HL. ETHETHL.)
HY (BEE 2016 ENOEFMEBRIEDIMELE - FEEHE 3
6. EEENE
LEMRREDEEESFLZANT, KE. i, DiE. B, HEEDS>L. RPEEEXITDELLD
Hmoderate L EDBEFEBMHDOTRET D,

S

BHARSAVIZHET)

O 1A
M8 R - RIEMRHELREDZHEE - BEENR -SRI MSAERER]
PHRRARE RLAXRZXREREFRARBEERNFLIFRIR LHEX



<EEEE>
LB MRKRAE-SSMELE 2016 £
Definite 23R &9 5,

A KE%E
AN FiEFHZ 5K SR

B. NE#
1.FHEICRB T SR EEL X1
2 MEEEMMEREE X2
BFERIDMBMMERIE, HAHITIERES XS
4 TE BT i 7 D RS B 1 P2 22
541 Scl-70 (FRAVAT—ED k. iz FAATHE. i RNA RYAS—F T HRAD LT D5

C. &R ZH
LT OREZRNT HE
B2 ERME, ARERBMERIE, FERIKEMIRX, BEREEZEEMEECE, BIEERRKE,
RILT4)VE, BIEEERESE, BEARNEER, BRAEFEEE, Crow-Fukase fE{ZE,
Werner JE{Z#E

<sMohTI)—>
Definite 1: A Zi&f-9
Definite 2:B1Z&i#E-L. MDD B2~5M>5b 1 IEEH LU L EI-F

<BEFE>

%1 MCP BEEi&kYLBEMIICEEFY, HD PIP BEILYBELMICTR SEDICRS

%2 AWERMICMERBmMED 2 KL EDIBIZEDHOND#, £1=1X capillaroscopy #H AL E dermoscopy
T2 HMERIEICHEANGRIRAROHoNL H#

X3 FHROBREEZICLSTLDT, HMELELEIZEIEEDERRS

#MEREMSA (B 1) (TR -HRZREYIRT =0, F@FPIZ2 KU EDEBICRDHoN-IGEEICEHIEEFIER
EKO)

##M 2 [TRT £57, EMMEDILR (KR, AL (REA), Hifl (K GE



1. M ERHIM S

X 2. Capillaroscopy &

2= A EH MR RE E 5 RE

<EBEENFE>

1)RIE. 2)ff. 3) g, 4)&.5)EILE. 6)fmsMEiE. 7)ME. 8)EE. )25 —KRD56. RLEEE
A7 DEWLED A moderate LA LD EBEEZBIHR DT RET S,

1) K&

modified Rodnan’ s total skin thickness score (mRSS)

0O (normal) 1 (mild) 2 (moderate) 3 (severe) 4 (very severe)
mRSS 0 1~9 10~19 20~29 >30
mRSS DEEAE
(&) (%£)
Fi8 0 1 2 3 Fi8 0 1 2 3
FE 0 1 2 3 FE 0 1 2 3
Al 0 1 2 3 AT 0 1 2 3
o7} 0 1 2 3 i 0 1 2 3
Ea 0 1 2 3
IR ER 0 1 2 3
R & 0 1 2 3
PN 0 1 2 3 PN 0 1 2 3
TEE 0 1 2 3 TR 0 1 2 3
| 0 1 2 3 | 0 1 2 3

&5t (mRSS)



2) i

fa&8 HRCT TORIE 4z

|
HY
\ 4

fgER HRCT TOIRZED LMY
1

>20%

v

B hRmE= (FVC)
]

<70%

v

[GERr S

HY
l

L > O (normal)

20% = 1 (1mid)

>70% > 2 (moderate)

s ——

3 (severe)

foER HRCT IZ&AIRE D LMY D EFMliiE

> 4 (very severe)

LTND5RASAATID LEETHETORE(TYVASRAE, BRE. BEL. BERZ)0DHOIELET0OEE

LEZERD (B%ELL) . ENODFEREDLENYET B,

Goh NS et al. J Respir Crit Care Med 2008;177:1248-54




3) 10 ik

BRI ER DB E K
PhaRfEE ZEEERH 3 (EF)
O (normal) HL EEEH L EF>50%
1 (mild) NYHATE | E¥EERZELLGOT HY
Bk, EBEE
2 (moderate) NYHATIE | BEETETLHTENR. & 40% < EF <50%
BEE
3 (severe) NYHAII E | AT—TILT7IL—>3 EF<40%
UR[ER—=RA—H—D
b1
4 (very severe) | NYHAIV [E

FEHENEEED>LRVEELLDEERDEEELT S,
MR FHAE =R (E iR CBMEFAIWERE (¢’ IR DL E/ e > 15 ZHREETEEET .

4)%
eGFR (mL/%3/1.73 m?) *
0 (normal) 90 LI E
1 (mild) 60 M5 89
2 (moderate) 45 A5 59
3 (severe) 30 Mo 44
4 (very severe) 29 T RIEMBEBHEA

BEEEORANESHEREIELUNDERBELTEZHIN-HE . CORETOFHEN ORI T S,
* & AR ClIE, HRENMETTHIELHY. FAZEDFEERZITITKWLREFY C ML - eGFR
DEERXEFAT S,
Bit: (104 X Cys-C ~'9"° x 0996 ) —g
ZtE: (104 x Cys—C ~'9"% x 0.996 F# x 0.929)— 8
Cys—C: MEIRAFL C RE (mg/L)



5)HILE
(M EEHILERE

O (normal) EE

1 (mild) BETHIFSERET (BRERGL)

2 (moderate) B B E ¥ RAE (GERD)

3 (severe) R R EREENIEOERT HE

4 (very severe) BEPEEICL DM T R
(2)TERHIEBERE

O (normal) -

1 (mild) BREERZFEIBERE CAERETELLL,)

2 (moderate) NEEZEONREVLELTIHEERE

3 (severe) RIRT REEIERFZ (5> 4R EREDRE

4 (very severe) PIDERRRBRENDE

6) fifi/s M £ 5
O (normal) fifi /= I i (PH) 7L
1 (mild) PH &Y. A2 WHO ISR
2 (moderate) PH &Y. D WHO V5 X1
3 (severe) PH &Y. Hh D WHO SR 1
4 (very severe) PH &Y. D WHO 95X IV

BIDHT—TILIZTREEFEOEHMEARED 20mmHg BDEDZE PH LT 20, BIDAT—TILH LT
TEHEWBAICIE, DIO—ICBITEAZRAFEFEEN 34m/s TBADIBE (== RFEREN 46mmHg &
BZ25BE)ICPH EEZWHT 5,

7)E
0 (normal) normal
1 (mild) Raynaud’ s phenomenon
2 (moderate) digital pitting ulcers
3 (severe) other skin ulcerations
4 (very severe) digital gangrene

*HERBRIZHEEL, 2L EEEDEVREZLEICHETS
*Digital pitting ulcers (&, FIEIRGIEETRIEET LVEL R D/INEBREET D



8) B

EEMDRAVMEEEF LT EREEEZRET D,

BAEE O (normal) 1 (mild) 2 (moderate) 3 (severe)
BEtRAUF O 1~3 4~7 8t

FEEOIEE B FHEH 160° | FBIET 150° | FRESER 130°

Ak A Ehi (%)
0 95% L1k
1 75% LA L 95% K
2 50% LA E 75% 3 i
3 25% LA E 50% 3K i
4 25% 3K i

SFEEE: A EEOGRIL SSc IZLEEE - EHEEIEBOEIL. HEVLIEEDOHIE - RINERT 50T
HdHE,

9)&5—ik
O (normal) Normal
1 (mild) FIERTICHLEL T 5%~ 10% K DA E F
2 (moderate) FAERTIZ LB L T 10%~20% K E DA ERH D
3 (severe) FAERTIZ LB L T 20% ~ 30% K E DA EiF
4 (very severe) |[RAERTIZLLEIL T 30% LI EDAEF D

BEBHOERNLGY 1 ITIrERS

KW YE  OVEEE S OIS 23T 2 F RS

1. Witk ;ﬁwéﬁﬁﬁﬁ\@ﬁﬁﬁﬁuﬁbf DWENE FIZRRBEOBLEN e WA T, W
OO DZHNTHZE LR (272 L, MezEh ofkl 2~ T ERRIERSE Th - T,
RATREZE H DIZIRD.)

2. IREBIARIZ T HEAEE SISOV TR, MUREZEEO T TIRENTHhIL TV AR EE
ST, [HEiT6 7 H M Thed IR %EEM#M)’W“% LET D,

3. ek JEROREN FRROBEREEDAET—EL LICZE LRWE TH L0, @mERER kT 5
ZERMER L DIZONWTIE, EEREHRONGET D,



53 L x—4J L EIREE
O ®=

1. B}E

IBHERIR R IR ABREATIHEL. S ELACHAOHRYEA /AT VlfEE KT
HEREERBED—DOTHD, SLRENTIEKRELLN . BRIR. RIRTZ(TTHEL 25 DN 2B IRD REE
BIZfEE SN S8, autoimmune exocrinopathy &6 FRSN 5,

D= LUEREIIMOBRBEOEHLAAONLGEN—RIELEH)VTFOLEET)TIN—TR
BEDBRREEHITDIRMELICKAIIND, SHIT, —REDT—T LUERE L. RENRIR. BRK
RIZIERBH T AR EREN L F BRI RSRENE LK TEND,

BRAGEEMAOHRECREFCREAL-BEREHIVNBROFEIZEY . BEREGENZDHE
ELTEZLONTWS, R)UVO—FIILEEHALISIT AT IED ED., ik, U FREF.
SS-A fiufk, fi SS-B AR E D HE KA HIRT B,

2. [FRA
HHETTHATHLIN, BERERELEZAON TS,

3. fE4K
(1) BZIRAEIK (BR. ORE, RUEEZ IR, RISEIR. IRELIRLL)
(2) R AR - RARIEAR
(3) EAERAEIK (BAERJE . BAETH)
(4) AR AR (FRAKARAE , 121 B ARAR )
(5)FFIRZRE K (B MM, BEREX X BELL)
(6) FFHEK (REMERRHEREE . B REMERT L)
(7)EAEBREIK (B %)
(8) BIER (RILIRMEMT S F—L R BN ) LAMIE(Z & D MUELFE . B R IRILE)
(9) RISAER (BIRFK. SH </ 0JU U MIEIZR S, TROBERKEBICEB)
(10) ZDM (LA /—RER. k. RiEExR, MExX, BEYU/N\EBLE)

4. BEE

FIREARICR LTI, SHEBEN RN ELD, REIBEICIEATRK. E7ILOVEBFN DL DOT
RYIWFRI DL LNSEFDO RN ThONS, BEDORIZBEICHLTIRATIIVNEDNTH S,
ARERIREICIIATEROEZENTHONS, FHBEOINWNISEDFHICERTHL. ENDEE
EFROCEHVEBRBROBRBIZENTHS. NIRETIXER S IMEEETHLIEE A VIEREIE, EOOILE
VIERIENALLND, $960%DEBEETEHMTHSA . $130%0D EE THILIER O TLEDRIER
AHIRT 5, Z0Mh, ZEFALGH. TOLAF O UIERIEGRELALGN S, £z, RENFHEOIVIEY
DEMENRESN TS, BRNMREFESHRILTDREEITI ., BERECEE XICIEERTOCFR



RIERENNERT H, FRIREEEET DS S, BRBRILVED OFREENTHONS, REEHET
VR AT BEEDREICEDT IRV ADREEHN) D LDHENITHOND RFEMETERE
RITHLTIE, DL TAFLa-ILEOBRENE1ERTH D, BRI/ BESHLEGEICIE EP
MAERFEDHEIC LD, tMBRFRESHLIESIZIE. TDBERERET D,

5 %%

—RIZIEEORBEREN., FRIIBRITFTHD, IREDT=OIZEED QOL (LT LLRIFEFINZ
Bho=h, BR D MEEEOCHBRERE(COT7HRYILFRID L, LNAIER) DEIZT QOL AREL
TETW EMFTEREEEAT IO, FHEOEVDIRIMEROCES) U /NBEDH . BHFLE-MDOBER
P

O EHOHEIIHELEE
1. BEV(SH I EEERZBELRFTER
18,118 AN (FARHEIZ&KD)
2. RIFDHE
TH(EEREEOEFIREIND, )
3. RMLAEA X
REEIL (RIBRIEEGL, )
4. REDEE
WHE(—RICEHEOFRBTHD. )
HY (ARMOZEEESZHY., )
6. EREENLE
EFEMRMICSVTEREELERBLELTER,
EREGRULE)EX/RET S,

O fEiE#HT
rBECREEREICET SREMEIL
MERKRE LBEXZERR Bk EBEXEH




<BHREE>

x—YJ UUREIREE (S|S) SRET o MR %
(EEFEEAZTL. 1999 £)

Definite ZXRET 5,

1. SRR EEBRETROVWTNODG R RERDHE
a. AFRHEB T2 /B Z B 4mm? L= 1focus LLE
b RAFHEE T /R ZE A 4mm? L= 1focus LLE

2. OERETROVWT L DG RERHBIE
alERIFERS T stage (ER 1mm RED/NERER) L EORERR
bIERDMEET (HLTAM0DETI0mL LT, XIFH IV TRI250 0 2g LUIT) HHY . HhDHERAR
DUFTST4—IZTHREIE TORRR

3. REBEETROVWT A DGR ZRHEHILE
a.> JL¥—(Schirmer) s E& T5mm/5min LT T, N D2A—XAR2 K JLT A (van Bijsterveld 2a7) TAa7
K
b.> JLZ— (Schirmer) FAB& T5mm/5min L F T, M DHENMBR (TILAL 212 AR THEEARIZEZEDH
L)

4. MEFERETROVT IO DBEFRRERHDLE
a1 SS-A KB %
b.#1 SS-B ik iETE

<gzZWohT3)—>
Definite: LA L1, 2, 3, 4DWWFThH2IEB A EETHS



<EEESE>

ESSDAI(EULAR Sjogren’ s Syndrome Disease Activity Index) [C&K D EEEH5E

HE(GRULE)EXRRET S,
fEE BH EEE R
(%% (R x SEENE)
R ERIKRE 3 o0 1E10 20
) \EiERR 4 #&oOoO €10 20 =30
RBRAE K 2 #&oOoO €10 20
FA IR 2 o0 {E10 20 &30
R REIEK 3 moO €10 &20 &30
iR E 5 #£o00 E10 20 =30
BRE 5 o0 {E10 20 &30
FRRER 6 o0 {E10 20 &30
REMEEE 5 #o00 E10 20 &30
PR RS 5 ol 20 &30
mixEE 2 o0 {E10 20 &30
EYFHFRR 1 #&oOoO €10 20
ESSDAI 0m~123 /=
BItRE) EULAR DR BEEN %
h-EERETHMEGES)
BREEEME(<5:)

— it SS. k't SS &4 ESSDAI IZKYERE ., BEEICHEET D,
ESSDAI=Z5E—>EfF
ESSDAIL 5 5= — 8}




BE

ESSDAI [ZHIT5 & B DT ME%E

R

Sl

i:3E 3871

0 LT DEKRAZRLY

1 fELh. FIREL(375~385°C) . BT, HBHLEE5~10%DKRERF D
2 SE(>385C).,. EBF. HBHNI>10%DKREFLD

(REEAE SR DR EC B HRMEHEZRO

) \EifERR

0 LT OIERALLY

1 Y2 /NEfERR: FEE A = 1om XILHZE Z20m

2 YUNHERR: PR A 2 20m RITHEZ3em, HAHVIEE (2. EBROLTH
n)

3 WMAEMNEM B MagiEEKE

FRIE AR

0 IREERRZL

1 ETERERR (=3cm) ., HANEIRBLI=-ZETIRRITRRDERR
2 ETRER>3cm). HBHWNIBI>=BTIRXITRRDER
(&8, BRZRO

B ETER

0 WR#E. FEMHEOMEETEIRLEL

1 BOIHIXY (S>30 M EES>FE. FE. BE. B1R. B OB RE
2 28 AEIDS5H 1 ~5EDBIEBIE %

3 28 EEIDS>L6 AL EDREETEER

(ERHERETEZRS

R EREIR

W, EHEOREERGL

LRI

EMBHRME X, BEELLULEDEN. HDHV L SCLE ZE2CRBEL-REME %
EMBHRME X, CHEEDER. HHOEONEXBEREEZECVFALRENE
(FRAIFEHEEICESREL-RAGERITEFRMGLET S,)

W N =2 O

fiim 22

0 WR#E. FHMHEDMAEELL
1 UTO2IHEOWT hEiE-T
BT ARO[ EXRET X RTEELZROHAEL
X 2% 5L HRCT CTRIEMMREZRD . BUINA LG TFIREREERENEE
2 PEEOFEHMEMKRZE T, HRCT THRIEMMRELHY. LTO2IEEOLThhvE
=9
FER RN HY (NYHA 1)
LR HEREARZE L £ (70% >DLCO=40%. 35U \E 80% >FVC=60%)




3 BEDEEMHMKRZE T, HRCT TRIEMMBENHY . ZD2IBHOWLVT &
_;—
TR EUINHY (NYHA I, 1V)
MEIRHEERRZE LI E (DLCO<40%. 5L\ E FVC<60%)

(FAIFHEEICISRELERADERCEEICEBFROTRRFES (BIELRE) X
EEMLGLET D)

0 BE. FHUBRELL(BEAR<05z/dL, MRAL, BREL, M DOT7IR—L R4
L) BAWER A HMNEEEICLIRELHEEESR

1 UTISRT KIEBETRLOLNEEDOFHEERE (GFR260mL/53)
RET7F—2 R
AREKARETEAR(05~1g/B) F£EL, A DMERARLY

2 LTSRS SSUPEETHEERE
BEF £ (GFR<L60mL//M) ZHSRMEET I F—X

BRE REARETEAR(1~1.5¢/B) D D DMERPOBEFREHEL
HBFHICIREBTRE LN DRBKAEB X, HHWNIEED B> \KZEERD
%
3 UTFITRT SOLEEBMERE
RIEKARETERR (> 1.5¢/B)&£5. HAHWIIMER. HAWNIBEFLERDS
AR IR TE M RBRAB X HAWE. VAT RIT U EEBREEZROD
(R HMEERICLIREL-RADERFFERICEBROBRE T TEMGELL
T5. BERMIEITEAGL, EBFNAMRZEBELIEEMITELTHL)
0 WRE. FHMEDHIERLL
1 HERPCHERTEENHIEVHRT. UTO2IBEOmAZHZT
B A &AL
CK IFEEEB (N) D2fZFLLTF (NKCK=2N)
2 HERCHERTEENHLITEEFTHEHAT. UTO2IEEZLNT WA ERET
¥
FAAE IR Bt 1 (MMT=4)
CK LR %5 (2N<CK=4N)
3 HERCHAERTEREZRDISETHEHAT. LTO2IEADOLT WhEiET-
¥
B2 A (MMT=3)
CK EFZH#5(CK>4N)
(RTAARIZK S5 D%
e 0 IRE. FHMHEOREHRESLL

1 UTFISRT KOLEEFBEREGIEES




AR EEEERE (NCS) TR M B EMS#MRERE -1 —0/N\F— = XA
&
2 UTISRY OGP FEEFBEREHEES
NCS TS - EBEEZAOL VSR EREESH -1 —O/1F—,
VAT 0T EMEREHSHBBE =1 —0/F—,
BENPEFEOEBKRBDAHEFIMEE K.
BREDOKAEREE GEEENTVNEEDESKFANH D) &+ o1 CIDP,
REMZ RO AEES (ZXBEREERO
3 UTITRY SSTEEESEREMERES
RRNEPEE =3/t BRMREEH 21—/ \F—,
MERICRDREMIEES (SREFRRGLE)  MEERICIOIEEDER K.
EEDHAEREE (ZAEFEE=3/5. HH\IEEDEE KR £ 1= CIDP
(FAFHEFICESATEL-RIDERXTHKEEICEREZROREMEES XFHM
BLET D)

PR RIS

0 7. EBEOPRMIEFESLL

2 UTFITRY SOLGHFEEQFHEPRMIRES

PR DORKARIEEE . REER, MRBREESENIASN-ANMEETOHES L RIE
{LEFRAE IR ¥

3 UTISRY SSGEEESEPRMERES

fibi I B PR E A S NI B R X (L — @R M FEAE . (FUVNA L HERTIEERE ¢

DU NBRIEBEIR X | EEEE LMD S RIEE LRI R

(FAIFHEE L DREL-RPADER X ISR B ICEE RO PREGEES FEMH
TLET D)

0 BEMREMMBREDEL
1 BEAEMOEKEV CTUTOIBEEOWLWT LT
sFeh Bk iR 4> (1000 < 57 H EK <1500/mm®) Z4£5
B (10<Hb<12g/dL) & {£5
/iR (10 B <I/PMR<15 B/ mm’) Z 45
HBHULME) 2/ BRI (500< 1) 273k <1000/mm®) #526H D
2 BCAREMONEKBVTUTOIBEEOVT MhEHZT
§FHhBKE 4> (500 = #F F 3k = 1000/mm?) Z4£5
E M (8=Hb=10g/dL) %>
M/MRE D (BA = M/MR=10 5/mm®) Z45
BB/ SBRFA (1) 2738k £500/mm®) #5285
3 BCAREMONEKBLTUTOIBEEDOVNT A EHZT
BF e BR R (37 Bk < 500/mm®) Z 45
A (Hb<8g/dL) &1¥>




m/MREAD (/MR <575) Z4H#5
(B, $FrpEkiEd ., M/MMRBEDICOVWTIFEEREENKBDDAERT H_E. ES
SURZ.HMRZ . EBFFREMBRDER)

0 TEENEWMFEMRRALL
1 LUTOIBEEOWVWTIIEREDD
ya—rEs
{E##{K (K C4. {& C3 XIX{K CH50)
EYFHFRR 5 v y0JYrmiE., & lgG MYE (1600=IgG=2000mg/dL)
2 UTO3EEHOWThIERDS
H)ATaTILDEE
= v /OJUrmE. & lgG IM4E (IgG=2000mg/dL)
RIEHBRLEZE v /0T ME. & 1gG MfE (IgG<500mg/dL)

MW R K O FEEE B OISR 5 HEFHE

1. LWV D EERER, MAFT SIS LT, BREE LICEEROBEN L WHEAICE, W
MO O L DERANTHZE LI A2 (72720, Uik OfkE 2 T ERRERE CTh > T, i
PATREZR L DIZIR D),

2. RGBT HHEIEE BT OV T, MUREFIERD T TIREMTOIL TV HRETH
ST, B 6 22 HH TR OLBEWIREBZEMIHBT 52 & &35,

3. 2k, SEROBREN RO EEE SIS T EU LTS LBRWE TH L0, mEERIERZ G T 5
ZENMEIR B DIZONWTIE, EREHRONGE TS,




56 N—F T VhiE
O ®W=

1. =
AREMREOT7 724 ES. REERK. BOSRESBRL, NZEEBETEREL. SEREERELTRY
R EFEFHET D,

2. [RRA

BRIFVWELETATHSA . KR IFHEDBCER ARSI DHMREERNMEALTRET 5 ZEF
RELEZON TS, BIEREDHTIE, AFEEEA HLA-BS1 LR<BEAT A%, LE. REHEES F&
I—FI 52 HDEERZMEERFIRESN TS,

3. fERK
(DEFER
OOEEOBRETI2MES
EREAGEVEREES T, OEME. BHE. §. BICERAGEOOREICHIRT 5, 1FE
KDOIEN S BRERYERL., FELHETHS,
QKR EfEIR
THRICIFR I DEEETIEAIRT. R T O Mg HEEAR% . BEE. 88, B LELEICHALNIEEBRIERERBX
FEERERBLGE,
BRAEIK
MARMEICREINDSEIERNER, FERTERME. RIEEICEC, HBIRFxD. BBE. R HIET. R
BEELGELET .
@I IZEBES
ABREMOERMBALTIAMES T, BUTIXEE, B, M TEX/MERICITFHRT S,
(2)BIFEHK
MR BRLAX HELBFRE. MERERVFREHERENH D, BERBSIVEEFEOEEL
50%%#Z . TNUNDEIEROHBEEILZHENEON . HICHER  MER, BRI —Fyb
RITEMRICEBEBZEZLI-0LIDERITRELOTHY . FHHBREICHEINTLS,
HIERRETARBEMICIEEHES T MEUREBLOBENMNLUIELUIEMEICES, hEREILE
FRR. ME RICH L., BIIRE OB - BARMARZ RS, PRMBRE(L, FER. KB ERET
SEaMRE ETHEO/NNERCEIELE DBMERES-IBEETRICKASNS,

4. BEE
(M&EFEE
W TS DOERT T, 85 . AL A0 [EE,
(2)FEWaE
OREK : EEDORIRESAEHRTRBTREXATONEHERDORRZAV. EEDOESILEIERE
ATAOAMRDFEBETEFETI MESRESIBEXRBIZIL, BIBREEATOMROERET /BT 5%
TN BEIBRERTAMRD2BREEZTIHELHL. REEFHICIEIILEFUEE —FEIREL.
MRF+7DGHE. VVARKRIY INFIREEZFERAT 5. RAFERFBREZEAONDSEEHICIE



5.

TNFREEEZRHIZEAT S,
QR EHIEER BIBREXRTAMRNAEDBITEELINEFUONERWLEETHD, £, AR
A7 744 EBICIFTTUISR I, HEEMEFIBICIEZI /YA DDS, EAXEESICIFIREE
EERTDHIEHL. HAFICITRBERERATOAE, ﬁﬁrﬂﬂﬂl%’&#ﬁnﬁé

QEE % : RMEERIZIFERTAAFEERETHRFA+ DSBS BITREXRTAMROEHAERS
1150 =B REFRHICITaILEFUERAL. J:UEJ"{EJLIi}hH/ﬂFﬂ'—h FHFATI)o A2
VX TDERERET 5,

@MERE BIBERERATOAROCREINFIZEEZEARETH, EBHFIRMASELHFRLIZBEIZIED
W7 EDHREREEHAT S HAMDEEIEAU VX IRIEERT S, £, KBIR
JRE . RHEEARE . BIARBAZEICIIFMEZER T 5. COSVRENHEEZ6HAT 5,

OBRERE BENSPHEICEI YISV RILIFEYD U EEST5—TI/HYFILEEEAI dEEMD
EEFICIFIRIBERERTOMR . INFIREEDOFEROXREREZEZEET S, BIBREXTOMNEMN
Bl ARG OTNFIEE EEN G E DHABIZEFA T HEDOGHAZEEL. BEREAL. B E
BE. BERK. KEHEMDTIEINRFHETS,

@R HRRLE L. HIERXEEDEREOREICIBIBTRERTOMREFEAL. Z0®R. B
REFPHEMTILEFUERET D, — A FBRER. ABELGEEZTARELI-EBHEETRICIET AN
FLFH—bERE5T 5. ARERA . BREREGIZIZA7IXIITNEIGELD, BH. VYRR
RUVIEEUREMBORELZERTIHELHY . CORBICIIEZTHD,

F#&
BRIFZE(E. A DO TIEHRKRAICEDITEGHRBED—DOTHo=M. INF AERDBAIZKY. /AT

BRIFRESCHEL TS FER MER, MERICHLTE INF [BEEANEASH., EFRMAERAE

(XA ELTWAH . REISEFRIERFILDLTNOTFEL. BEEETHOFHERYRESHBERES
PEFICLTEMEDETLHERESNLROND, CNoDEEREALG, REEREICEFS

BIDFTEIET—BIZELGWND, AERT7I4EEEFZLH . BEEF QOL IZIFKRELEFLL-THY. S
BENEERIFILTULLKDLELH S,

O EHOHEICHLELEIE

1

BER(TNTFEERZGEMIRFEH)

14,736 A

- RROHE

FHGEGCRRERZRF GME) DEENTERSN TS, )

- HRMIZRRTE

RHFEIL

. READHEE

DE(BERBBEHEEZRT D)

HY

 EEESE

N—FryMRDEEEEEZRANT I EULERRET D,



O izl
HARRERETRSE [R—FrohEIcEd SR
FEkRE BAERAZRBILAER U9TFEERRE B%KE



<BMREZE>
BEEFBEA—FTyMRDMELE (20245 /KET)
2B TR RURRREERNRET D,

A FEIEH

1. MK

a AEMEOBHRET I ES

b. KR S AE K
(PEETHEAI B R B
()R T O M e T4 B4R 2
(NEBRRRD . EEKRKRD
SEMR KIS OHWRIBMETTHE (B RIE)

c.BREAR
(7L R BHRIR 2%
(RIE S E SR 2 (RARRIEIE %)
(DUTORRELIHNIET) (1) [Z#ELD,
(7) (V) ZfEBLI-ER DN AU EREE . KRR LERLE. BIRGIRERE., faRERE. ftEa

HNPE. fEREAE. BRIKE
d.AMEERES

2. BlfELK
a ERCEEE LB X
b.FEER A%
cRIEHES CTRERSNDHEILFRE
d.MERE
e PEEULDOFIBRHRFE

<zZWoAHTI)—>
SR ZBEPIC1EERDSHA4EEHNBIELS
FN-FiVE
(7) @iz, EERDSIBIER. HAHWL I, FEKRDSH2IEHE2. BlIFEIRDS>H2IEE NHIEL
1=

(f) FBBRPICEHMRFEREZOMD 1. TEKDIH1IER., HAHULE2. BHEKDIL2IEEMNHIR
L1=

B TRERO—EHAEERT H0, TLBOFHERBLILVL0. RUERMLGRIERNREH DL
BEIS

BHE 2R XEFLBOEELH L, TOLWTIADRELZEIGELHHELERL. UTOL
ST B,



(PaE E)R—FyMR—RARETRESMEHERT 5.

(NInE (B) A—FyME—EIIRE . BIIREAZE . FREFFIRMAZE . MEROVT WA EHERT D,

()8 () AN—FyMr—RER % RN RTERBERERREEET MR EAKE XA, B
MIERDERIETIOBMEETEOVNT WO EHTET D,

<&ELIE>
SELLOBREMR (METEAL,)
1. REDHREDRE -5
20~22G DLLEMARLVESEHZERLNSIE
2. RERIG
TREED T, MBECRPOG ML . RAEM B Mk DEM ., AN LR
3. HLA-B51 (D514 (£960%) . A26 (£930%) ,
4. FRIEFRR
SHMHOBEMEAMRRZ TIE, RiREEHREE X T, SHHERESZEMKEERIKTH D, FIH
[CERIDZVD . BEREROZENFLT, WHRIU/EKENEXDBRELES, EHHMEXDT
REME RE T HIRFEMMEREHEICLTHEIDT. TOHEEHD,
5 #EHOZHICEV T, BERIREICHS T HHE L IL-618N, MRIOERFTR (DL 7ER TOEE
SEHCRBEOERER) 25ELT S,

SEEIE
1. EERK, BIFEIRED . JEB MBI ERY £ (7L,
2. BEBERDT . A. 2EVTHTEEHRINE1EE TER BRERDT 1EBLTHELL,
3. BREKICDLT
WP ERARE, BIESEIRXETEBLI-CEIEERTHIMUEERAE . KEALEBRILE. BIREIERE
EiE. RHEEE. 6tRANE., SAENE, BERBEEERELTRY LIFTEOA  REDBEED
THEETHONIEBSERRLT S,
4. BIFEKIZDLNT
BIERICIXER T REVFEENIEBICENLIZBEEERIEESAVERZHDIESER) , B2
DR+ NEIEEIESERRET S,
5. RERCDELLGVEDIE, R—FyMRELTERDOLL, T, A—FyMNRTIIAEARE DO SEEES
CENZL, vy FRTYUDELWNEES, BERABGHEIE. TLABRRLEREZES,
6. FEJAIRESR
a. Z2HMICERINRELGRE
B C RAEAEIEEF (PFAPASEIREE . A20\TOXRLELLE) . BRB (EFMTUTIN—TREL).
BARFILIR. RAA4—Mi. MAGIC fEIZ#. B REEMRUEIREF (M) Y3 —8, VEXASIEIREF L)
bAE < DIRE LB RN LEGKRE
AREFEERE BEMAIILRIDAIVARERRE, FREOR. KE-HRAZS . Ao O HORNK,
IBEBERET IR REE-EXEE. REEE. SHED+TE



BERE: ERL B, BEEAM. R1—MR. SN, iFhERMER SIE

BRIRZE NIRRT 26, VAL AR % BB MESRESIE . fERERESEL.
RV TSXE. BEMRA L. SEFTEHAESER (BHESHAESD).
BRYILaAF— R FERRELE % . (REAE IR B

NIZEMRE BN ILR R DAL ARREIE ., 185 . BETH

BERFE BER(EEETUTIN—TREL) . EE) < F. EHEH & (TR .
RIGHESRGEED) . B RAEMEIREE. 1SR, TR EREEE. REMBIE

FEREARE MEMERE LR

HIESRRE V0 —fR. BBEERBL. Bk, BEUmx. SERER, EFRIMERE X

MERE: MREEERRE(TOTAUSKIBE. TOTAVCRIBE. TOFAAVEDRZIE) .
U B HRAERE ., EEEM MEENLY—ERE). SREARK. EMEHEERE.
HEEE S RBIARA, . JIIGR. IEMEBIIRE B & (eG4 ERBRE) . N—Dv—7A.
GBI

HIRRE (2R, BME TR bl E)  BRPEMOIIE- K- B8 (MEMa. 1L b, #
#tka, EEMD., #851c) . MIEMR B (SHREELED. HEBREHERRILS LEE, MOG
MAEER R, 2HREMRNE R, BERENTEMER L -BAED., Evh—X 2y T RxEHN 2%
a. HILOAAR—LRb) ., fi-EBEDIES (B \[Ec, HIRBIEc., R IERIESC) . MEES
(R Mna, iXiE3Ea, BMEEIE T MiECIERENERAREC) . TIHRE - TOMERI/NMUNE M fEc, £
SBHERED . EFIMERIED . BSIEB 1 MIRAE X EED)



<EBEEESE>
IEULZEREMBRDOARET D,
N—FIyMEDEEERE
Stage RS
BRIER SN D EFER (AR D7 72185 . RIEERK. SZEESR) OALN5HE

I

Stage I MIEIKICERER EL T EEHRE XL MO --ED

Stage I DFEIRICEHET X O E EIAKA MO SI-2D

I HRBIR XD ADN DD

KBADTREMENH S REAIZEST-MRBIEXR RV ZDMDIREFEEZRETHLD
v TR GOLEEOREEZEZ T HKRE (BEA—FIyMR. MEX—FIvt
A HRBR—FYMR) THD

A FPRICBROHLIFHRBEA—FIINETHS
BHEETREHER—FIVMNETHD

II

E1 Stagel'lH IZDWTIXFEBHA (TSR WEM ERMULALNGTNIE, BEIEH (EE)
EHIET DA, HIEREECEDHEBHHRICIXEERAN ST

2 KBAEF. MEDORADIA 0.12 LFRITHEDEENEFNEFN 10 ELIHDLDZEL
S

3 AESEX. BT Mz AR & . SEETMEAIBIARE S . S EERES (OB EE L
LDERS ) BEERER. BEES. ETHEO D RHRFELE. ETHOMERE. FEL
EKroWInhb#Hon, BEMR (RHMMEZEERMREZEL, ) HHVIIHREMR (ILF
CRP. MMEF A, B8RATR . BERRZEATRGE) DO RERIENASINGLD,

P HEYE K OVERSE Sy FE OO IS 38 1T 2 B R
1.f%@ (WD ERARSER, AT RAEICE LT, BB LICRBOBER 2 WHAITIE, Wi
OO L DOEHNTHZE LI 22\ (72721, SOl 2 R~ iRIERE Th - T,
RATREZe b DIZIR D, ),
2. RIEBILAR IR D EAEE AFEIC OV T, BWUREFEERO T CIHREMTOI TV HIRETH
. EIE6 AR TR bEWVREEZEMAHET 28 &5,
3.&%\ﬁ%®&§# FLOESEE VS T EU RIS LAAWE TH DN, B ER A kT
D2 ENBEREDIZHONTIEL, ERERONR LT,



57 FRFEVEHGRE O E
O #E

1. &
EEEETEEZNEOIREZEMETHIEE#HTHY . SMEH. FEE. B MEEGERE
DBALNTREFRINTILENHD,

2. [RE
KIEMEDHREIDE . SAETO|EIL 20~30%(ZHDH . T 11 FOEEEDOFFEEDHIER
ERRMTHEITL-2ERETIES% THS. BILF/ NI T UMEREDHERBEOREICES IS
CENBESN TS,

3. fEK

EDFLRICEDBELAHKREEMI S MOREIRICKEDERZFHEL. FYAETTHEMOLF LIS
KBEBRKREREE-T,

BEERIEFIERFTREYR. BFECRRFTEORATHEY ., ETTHERHFTRES. RIEMR
FIFEIR R, EFRE 2T DL, £z TEARICKDIRD K FOBNE. $H 5L HERE B8 &K
RREEETILEHD,

DMEREODF HE BEIR. ARER/D. REDOER. RO XK., iZIE. FFIEX. FFiRE. lEKERE)
NHHND,

4. REE

DFEHE LA CHR A MIESE XL BRERDORABNBET, SomOEMAHDERLHIEEETE
1511 REIZESE D, BIEFHIR(G~8), KN HIBRNLETHD, EEIFEHEEREZICHLTIE, 7oo4
TUVUERBERACE)REE, B EEE, Y UER)IL/NLY LAY SGLT FHEZE, HON F ¥R LI
ZRAWD, o MERNHNIERREZHET 5, RAEO/STMVITRIREELTOERE T TIIAKER
FRBEDREMNEDHLN TS,

BEDDEMTREIRICKIERAEIZHTINENEETHD, L EHEIRAREBETIELIEATR
SNTWS, EELDEERBIRAHBE TGS ICEEERISEELENSISATORABIRE7IAS
AV DFEETI, EYMERMEOSEICIIEALGRHEBFEOEREEET S, aEOEETOVILRT
SEEERGEDRIRERBIRZAHLTOSBRIZFEBAHUR—ZAA—h—EZ A A iE ., DERBEFE
AT HEEICTLEBREEREDEIGERETT S,

METIEEEMREFESIVFAMEZREESFETAELEL. EERAMBRIAELIGEELH D, T,
EEREZHESIDEMBIOFA TOERNMZENELDZELH S, TDIHE . UEBEREFITD,

5. %t
AR DEEEDFAETIE. RED 5 FEBFEL 6% THYERD ZLITDFRLFETREIRTH D,
B, FEOEM. RIEE. NYHAILED DAL, Dtk 60%LL L, EENEDILK. EEBHEDIR
TOFEIFEOELLEET S,



O BHOHFEICHELREHE
1. BER (SN 3 EEERSBEIREER
18,724 A
2. RIFADE
T (—HILEEFRELOEENREINTND, )
3. HERMAE A E
SRHEIL (HRABUEILALY)
4. REIOEE
WE
5. B
HY (BTN EREAER RS L0 ELHRII TR
6. EEENE
LERELDHEOEEESELAVTHIEEU L ENRET S,

O faiE#HT
MERMEDFEDZE- T/ LIEHRAERICE Y SHEMR]
MRARE KBRXFRZFREFRARE BIRSFARTE HR RARE



<EEREE>
DefiniteZ= xR ET 5,

A BREMR
RFEREDHEXTZENT, EZRBETRUVEZAREILAZRDOS

X1 BREEOHE: BAERSFER / BRLDLREERERAMNIM1Y DEHESERA A1 (20184
WETHR) [CEDENDEREREZHILDHEB D>, ZRIEDFHEZMRNLI-LDIEERT B,

B. #EAIZH
SMmEMHE. FEME. EMERVCUTOERREZREOHEELTHIZRS,

R T o

-7 ha—VENERE., EED. [REEDNIREREEEE

DHER(REOBRLHEED. FRADLOEED)

IR REBICESIDBHKE

EEMRBEICESIDHER

FREMLMEE (BISHERE)

RBERBIZESDFHEE (Fabry 8. ANEYOTR—2 X Pompe &, Hurler SEIRE. Hunter fE{XEE
mE)

7. ARERRIC K B0 FRE (BEIR B URAR)
8. T (7OAF—L R, HLaAk— R ERIELGE)

<gzZWohTd)—>
Definite: AZii&if-L. B2 T4 T=S

<LERE>
ERRFE IREODHEXFREOFEDNP T, EEBRHFETEEZNREBAEHBEST HDERERT
HY. Z<DGEEETHETHD,
1.

o

BRAER

MR RS, BYE. ZiE 5 R AR EE R (M)

fth TR R

EHIRARTR. AFER. FERAIREIR. ThRFME. K. ARER/D
2

ME., V&, IEMEIARMES O
g ERX 4R
DEEDIEK., fi5-m

DEX



DEERENR. DEME. QRSBEOER. EEER . REQRK. ST-TRE., £EEAISEN. KRFEES
L.
6. IDIO—XX%1
EERNERKRERHFRT (VFEAM)
7. MRI¥1
EENELKEEHERT (VFEAM)
8. TWENRIEFZX1
VFEAMDOEZNMEETORRALLLEEIRFEERHIEL,
9. ILFTUTF
DEERETESHEICRDH D,
10. BB & 8E
BRABRRIENERVBRIIMERBHERE AT DETZRH5,
11, IDARTIDEERX2
BEMODEBARITAVA, BROLEHBOSEOREILERDS,
12. RiEE
REENZBOONDLZELH D,
(B%) B TF#EIT-TO1
SFaVRY7DNAL D B -SA LUV EREGRT. PAMATAVEGRFLHEEDEREICE ST, LREIDE
EDREZRTENH D,

X1 FRBBICH->TIE, DITI—RFEMRIZ KD ER TS LUV B EIRER £ FEEARCTIZ X
SR EARTEN R ELTRATH S,
X2 DABETODHERE, DFHEOCZREDFELDOER D =ORTINDHIENEFLLY,



<EEESE>

PEEULEERRET D,
REDGHE EEESE
EEES | EBEHIR | FEIR DARLOTFERRA | BNP(pg/mL)  NT- | #IEE%E
<2} R BD=HDAIEE | proBNP(pg/mL)"
GB% 1 F/)
BIE HLU(NYHA | 2L FFfI3#% | 4L <100 hEEDREELHT-
I) THLEFE <400 S7ELY
DB HAS IR HE
PEE BEE(NYHA | FEHE D=4 | 1E 100-499 NYHAL T, h2OF
I) BP2FEERIEDE | FIEWBIAILD | 400-1999 AR, ABTFE. BNP
MEaE EEM | BEESD. DER F7=1Z NT-proBNP
SRR 2 AR %Y. OWTh DEEOVWTIhHZE
ya) Y B Yl
NYHA I D#EBIA L
IDSEEE P E D
@ik
EXid hEE~F | FREOEHA | 2EUE =500 4IEHEOLWThAE
£ (NYHATD | F=X0EME | FEMHBATID | 22000 oY i M e O - 31
—IV) figZEE . DERE AL MEEEPF
%Y. OWTh (FID S MR D5
ya) Al NYHAII TH S
&
=EE EE (NYHA 2@k 2IBE & TEMT
V) EJEESEF T PE N
SO, 4
B AN T i O & s
FFEFFR D
R HED B FET-
[TEEH Y. DL
Fhnh
ER

1) EREHIRE BNP EOHIE X BEHEORBARELTNSEEIZITD
2) JEfri D 5 3 ER UL TREA 30 HERBEDOLD
AFMAIDRERPES IV DRBBEROBEIXPEEULOEEELL, RENLCEFERETTFBHFRGE

DIREETHIET 5.




<BEEH>

1) FREFIROFMICALDIER

NYHA 9348

I

NVRBIIHEINZRFBICHIREIEG,
BEMGEREFHTIIRS . BiF. FREH. XMHHE
HibdE () £ 4£ L0,

BENMPEFEOSKIBOFRL DL REFFRFFEFERICITEER,
BEFEDSS, LEMROFEGIZ I BERLE . RESHTERE) TRY. BiF. FRE

. RXMHHNIIRDE (R ELETD .

SEOQREEBHOHFRNH D, ZEFEFICILBIER,

HEFEDIL, BHEBIZE, FBiT4E) TR . BIE. MFRESH., KBHHOEHRD
BB ELETS .

DVREDE=HVHELSREESLHIREN D,
DAREERORDE (BR) VRBRICIFEET S
HIDNGHRIKEFBTINLONIEET D,

NYHA: New York Heart Association

II

I

v

6 METs L E HAEMHED 80% L
35~5.9 METs EE{ED 60~80%
2~3.4 METs EE{ED 40~60%
1~1.9 METs L F HBITFREH BT
EAED 40%KH

NYHA 2 $BIZEZ TR T 5 SAS [F7ELVAY,
[ RNHIT 2METs, @E H 1T 3.5METs, TV A KIE - ALy FIKIE AMETs, &4 5-6METs, [EEk 6-TMETs 1%
BEEFOEHZRELTHELT-.







SRESHRNERME

(Specific Activity Scale)

O TiX. FTRIZHOWTERBLTLEXW,
(DL2BW, ETHEAHWVEELLHYE DBV IZOZLTLEEW, bhbRWVnLDIZiXN?)
IOZLTLEEW)

1. &/, BIZENETH?2 (IMet LLF) (= AU 2
2. BRIT/R>TWABLEETTH? (IMet LLTF) =R D5V 2
3. —ATRFLEAMNTEETH? (1. 6Mets) v 250 ?
4. b VIZ—ATRIZTEXZETH? (2Mets) F{A 2H ?
5. BREIAN—ATTEZETHN? (2Mets) E{A 2B ?
6. REFCMPBEN TEETH,? (2~3Mets) E4A 250 ?
7. B THEAZ%T T 5?2 (2~3Mets) =N 2H0 P
8. £IEANMFTIZITEETH? (3~4Mets) E{A 250 ?
9. ¥ T—ZBUTHLFERTT N ? (3~4Mets) v 25 ?
10. 7 VA k% L THERTTH 2 (3~4Mets) v 25 ?
11. fREEAR A & R U B T A2 100~200m V0T H v 25 ?
ERTTh, (3~4Mets)
12.BVWLEY (BOVEDRLY2E)ZLTHERTTH~? W 25 ?
(4Mets)
13. —ATRBIZANETH ? (4~5Mets) =g 2B ?
4. BRELALFRCEET2HBETRE>THERTTN? TV 25 ?
(5~6Mets)
15 BV BERGERY 22 IXTEETH 2 6~TMets) TV 2B ?
16. i TRV T 200m BV T HFERTTH 2 (6~TMets) TV 1212 ?
17. B EIITEETH 2 (6~TMets) R 1210 ?
18. 7= A (ITEEK) Z LTHFERTTHN? (6~TMets) T\ 1210 ?
19. ¥ 3 ¥ 7 (F5&E Skm F2HE) # 300~400m L THER 1TV 25 ?
T3 H 2 (T~8Mets)
20. KpkZE L THFERTTH 2 (T~8Mets) EUR 1210 ?
21. R VZ LTHFERTTH? (8Mets LLE) =4 2DHW ?
FER A HB 3 5 ) EEh & Me ts

¥ Met: metabolic equivalent (fUY#) OBE, LHrAALORERITME (3.5ml/kg KIE/%) % Met L LT
FEEFFOBRBATEMHEZR L, EHREOHEEL LTHWS,



BEEHRENERE ZEALOTERUEEAE

OEYEMAFEESEIEMNEZ R 2B S BEB LT EEL.
(ZOERELT oy — FHETIELY AN, BESAIZEESHZVLT(HEELY

OBRFXAICHZ LEEREERE LA HET A8, UTORICIEESE SN,

DB AEEREHERFE L BB EICEH SN TV AEA DFREENBICCE A0 a5 =
ik 0 DTREERS R S RAEBEE 200 Mets TETLOTT,

D INEOEEEIINTEEO- TR HNEROBELEALRALA—IXTTELH %M
BLTLIEE N,

3) Thrbin) LV IEEIRE_L DRI LEAEICMZERVIELTIEI W, £EiE,
BEXARRIETo I L EEETL, BEIZITTo @RS bIUE, 4 THLTEE )
TELIERBHD ET,

DREILOEZN T 220 [5560 ] ~BITT MR EEB I DWW TIFCEEREERE L T
xRy, 260y EBWSEANZLHTHEAEREDESE (Mets D) M, ERAHTT
SENEHRELEY., TOBEOEHERREHIER (Specific Activity Scale:SAS) IC4 Y F
3.

SR/NEBIEOR ST L AR KNEEIOEMER X, FOLAREREOEREZEBWT S 280 key
question & 720 F£4 DT AT ICR/NEENE Mets ) L BMEE OFESEFFEH L T E 30,

¥key question &L, HIEEEEE NOHBNICZ I ->ERERA ¢4, BRIEA® 4, 5, 11, 143k
< i A key question T,

6) Mets #iCROH HERAEA (BRI 6~11, 13~20) (22w Tid, ALEMEE CERDOREA
Fibd 2BEIZIE, 0.5Mets OEFTRIE L TLEEL,

7) T L2560 F/ETEH [y EHELTIFEN,

(B 25 ABTETEET?

CIOTHEMCEBICEIZADT AL BB B TE, }bﬂ EA
CZO1TBEMIZ L B0, A0o ThLRIZTEE 72,
CFEAPTELTCEER, L oBEol,

Y EABT R L TR, DhaT, — DB
CTCEEAERDPSTOT, FAEABITE LR,

cZO1TEMIC LI 20, SORETIIOL L TTEE TR,
-%5%hﬁﬁébﬁ%<%01w&w®?\?%émgﬁmbm%ﬁwi}a sk A
CFYEABT RS LB DT, TEANE I bbb,

(BN THHEDIFE)

[ERE e A & [F] DGR A 100~200m 22T H B TT o, (G~4dMets) | LW 2B T
THER 338 B B4 . BRI 11 28 key question 721 . RAMEEBIE T4H S SAS (4 3. SMets &
HELES,

(BECHIELTWEZ 235 5848)

AU Ll OBERER CEROEIBETHES. [200IT FLETL D IZE OB Mets
L TR B 260 A Mets & LTFEV, LlEidE L, pimoORTERO - L2 LE
75_0



KW K OV FEEE OIS BT 5 B FH

1. WAZWIT WD ERRIER, AR REICE LT, 2R RICRBOBEN RWGEEITE, Wi
OO L DOEHNTHZE LI 28\ (72721, Yoz~ iRIERE Th - T,

RAREZR H DIZIR D),

2. JBRWBHIARIC BT D EIEE FIC OV R, MU EENEEO FTIREMThbIL T 20k
BT 6 AR Che b LR %E%##mﬁé LT 5,

3. pp, JEROREDN FFEOEIEE SIS T—EU LITEY LW E TH 508, mERERZ T 5
ZERRERFIZONWTR, EREHROMRLET S,



58 REXEILAHEE
O BE

1. BIE
BAREOHES S REEDQLDERKREZSTLDHEETHS BRELHEXNDEPROIERTFH
MRRZEZHEIEZEGOLEE. HANTEEDREKRIEER SN EEILREEETEZEY 5. [E=RE
BREAEZE I HAEMLELILGVERAER A SN, FIETIRIBHRICEENERENELD. &
ZEKRMEEMTER (BHER) ORKEEZEITHN S,

2. [fRAE
DAIEEEER (B -S4V VEH. ARV THEEF L IAVUBEEB CLREN 10 BEOER)
DEEFEENTLHRETHD. REEFOFHL EFINoDEGFERICERL. MEGHDO—EHL
FE#THD, LGNS, RERETRBADIEFIH DAL,

3. fE4K

RNETIIKREDDEBEEN BERKD . DT HEERERTEZTOIEN S FELFRZTOLHE®
DEEEEEEZ SN FICBEIICW 3T —ADNDEENEREFTHIEEICIE. FEIRICHSEIF®
HFEWVEFREOEREH- WD EBRGEENHD, F-. ERTEIRTH A KM ETERIRRE LA
BHUSM BAEMIEXELHEDS S, EBFLE LEREREEOBREOELICHESIBMEmIZKL
STHELD, ZWICIE. DIO—RENSBOTHEAT. ZERKROEBELCH . LEREBREEOHE
CREE DR EMBIEN TES DII—REICKDIRZIE. RELZHIN-OBERIEDRY)
—ZUYICEBANEREBET S, BB EZHOO. DEAT—TILRE. BB ERARLIHDOLEH
EBEELTHND,

4. aEik
BRERAR—YGEDBBILERIEILT D, FERGITIE. B EMEORI/NZ)(ZT7DELRED
TERAEY DU RAILS I LEREF—BRMICERLEVD) ICEYEKROBELNEAFTES, DEHEHI
(FHEAA R BRHBBRDBEILEE R T NETHY . KB ARBEEEZET ERNGLMEITHL. EERE
BE ERGEEEX EBBOEET. REGRRARORERELEDBERRAFAHNILHBLEEN
DLETHD. BAMEORAEMSAITE., BRAOFROFHFEEHRCDEHVIRMAEZ ESIN ., ZEIEFEE
T FRARMEBREDHE) ICL A DA LBITIRLBIBEOHEIL LG5,

5 %%
SEAFRI. 5%, 10 FEFER 8. 8w (EEE RS OHERAETHEYIBN ST EEREE), EE
ELTEEBEIRAENEL HFE~BHETIIODIREROERELENETHD,



O EHOHEIHELEIE
1. BER(SMNBEEERZREITREER)
4,201 A
2. RIADE
AR GIEEEOEGTERNTHRETHLEEZ LN TINS)
3. MBRMIAE A E
SRHEIT (HRAABAEL)
4. REIDOEE
PBEDTRLREEDBRBROBENDLETHD)
5. B
HY
6. BJE
IBX

N

%548

UDFREDNEREE S EERAVTHEELLEERRET D,

S

t

O fEiE#HT
MRS DFED S -7/ LERFFERICET 5REHRE
MRRAKRE KBRXFXRZFREFRARE BIRSFARTE HR RARE



<BMREZE>

[(BEAREE] EXROHEL. R —RDEXRICECEENREETE2ERRELTIERBEHTHS. F
f=. HERAAB AR DA S EEERHRE T EEZRNREOIRAEAR DHENBITLI-E
AEEZSN=HDZELND,

(2%8] a) FERAZEMEIEXREOHE
b) BAZEMEAERE DA
c) DEHIMEAEMEDHE
d) 1D REABRERE D AHEE
e) PRIRMEAERELDFE

(RBREIDARIE DM E#E]

BARELFHEZHICE THRLERAGCRER. (D IDLDII—REDERZHICLSFRTHS. (1)D
BREBRICNAT, QmEHDREGEDEN T RERELDEFNZWHETICLEIDEATHS. F
f=. Q)IDBHERICESAR. (A) REMREDHER., (5) ERFLMNEEZHICAERTH S,

BOEDDOEHZELITIZE#HT 5.

A DIS—HEDERBIILITRORE

1. SEFREMIEAR DA
DEDROEAFR., FERFHETREE (GREHOLERE/ ARES13) HELHORBME
ERBUEAMIER
2. EMEXEILEE
EEFHBRERR, (GIEFTo— OB ES
3. LECh RN E
R R

4. DREEK BB
R ERAE AR R

5. RIEAIEAR DA
EREHRE T EEENEOBEEERD . AR GEHSDBTHERSNIED

B. fERIZ2 M
L\ﬁ’ﬁHEt’EEEL5éUTO)%€$ DERABETH D, mMEHDERE., DEFREER., EXMEDER
EBEIREE. Ao EIEE, B, it ZREDEE: : OF7 La—ILEVEE, EED. R



FMDRIRIRHE A QD &%, QiR -FERBICHIDHER. OBRE (B o<F. 25T
JTFIM—T R EEHR-SHEHR.BEELE) ITHEIDHERE. OXBEHMEE (WKL EE).®
REMERBICHEIDHER (Fabry /. AEYOTR—2 X, Pompe f&. Herler SEIREE. Hunter fE{R
B, D0 (TIOAR—I X HILaAR— R1GE)

C. DEAERICKDTREDAR
FERDEMEDFR. DHMROEBRES DFE

D. Ri&FE
RiEMREEZZRDS

E. Bz FE2H
DR BIAVUEHEEGET. DFMIRZVEETF. DBV S EACERFHEED

B FEE
<LEZE>
(1) BREER BEROILLZVD. BIEF (FEIR) . \FREE. WHREER. BE. ZEFR. FELE,

OFEN-KEHIHRTEILEHD,

(2) DEE:ST-TREE. EEASEM. EEQR. M7AvY . FEMR (EETE. DEMEIRME TR,
RAIRMEREIR) 4L, QRS IROERVPREDBEFLHESIENH D,

(3) B IE.VE. IVEH#T

(4) EE2FRR DEHERER (CKORIRZUT or I %) OILFFIRRTFE (BNP, NT-proBNP) AN £ &
THIENDHD,

(5) ILDIO—R:LEDROEKXR. FERTHEFREE (?ILGEEJ%@'L\EEPKEJE/%:E*F 21.3) IREDLF
DREFBHERX, £EILREET (EERA NIRRT COHRES/\2—  (EI5FiHEDILE R EE
EBREDET), FAEMERREDHETE., BEFTI—OINHEEARTAES ., £=RHERKREZRD
%, ZDM, EEDEFEE. AEREBRIZELGELET DIHEELNH D, HRBEXEDHETIE. £E
F-BEOLK. EERHABEOET. VUFAMEEREBDE TERHL, I-ZL DII—RTOFHHE
P+ BONEIMES (X, EEEZOMRI, CT. DU FIST4LETRELTHRIET S,

(6) IDEMRI:DIO—(CREBBRARHELEFICSVTE DFHIEXRDOAEICERATHS, VR E—FEH
WATEIZKVEEDAHLGLT AEDHES LUKEEDFTHEETICENTIRETH D, ARV =V LESR
FlERAWDEMRICEWT, BEAETOAR) =) LA R LD AR RERE) OFEEZ R
¥ %,

(7) DEHT—TILERE:
<BEIRER > BEBERBELROGL,



<EEEZEEZ>DEDRE. EEEDOEE. DRIPIEKX. DREPELHE,
<ERE>EEMRRPELR . EE-KIIRMEEZE (FAZE). BrockenbroughIi&,

(8) DABETLHER tOREICKIDLFIEREENT S LTARTHD, EXOFHMAR. DAL
(IR#EILTHEIVHEERMEL) . DEHMREOERESGE,

(9) RIEE: LIFLIEREN GEGH) REZTY . MR OCFHMMICLLEGFZEHN. ERATHS.
(10) #EERHMEEREDFHETIE., ILRABRELDFEDOEEZREICONTIE, BT HEL0, BREERITL

D, FRMERRERZEDDLDLEERLTHAN, BEICEXBEDHEDZERN(DTI—FHR
BE) BNHEENVBETHD,

(EEEHBDHR]
HFBHFERL, TRORERZ—DULBELTEET D,

RKIEED® DFEOFEREHE (ICD HEAAKE) IZLIAREBERETS

KIEBQ DAEDEE
IDAERERNYHA T ELL E DD (HEFEMETs 6LLF) or (peak VO,< 20)]

KEBQ ERELLEILFLEDNA)RIAFE—DOULETS
1) BOEMETREIROFE
2) KXITMELEDEEE
3) IBREDFHEICLDIRARLILEDTLEDREEEZET S
4) BEERAESHEE TUEEF25mmHg R ; 5405 K )
5) ERLEEEKX (RKEE=30mm)
6) EERHREREMNOMmHg ZHAHIGEHEDMITEEDTED
7) BILFEHTFRIRESNDEEREZETD
8) MRARABRICFEATUI=SESH

HEE R EITIGRICIXBIREHSIEMNLHI-OEEEET D




(HEED-HDBEFIHE]

1 FRBERICE, 2FELER(RFICF V) TL—2avFzERT—IARTIATNSGIE) LU
DIO—REEREFLR—FDIES) IZKYBHICBDETSGRIRAETRIATNSIL) DRH
MILATHD,

2 DIO—RTEGFHHEN+2IT/ONEES (., EEEZOMRL, CTLDFHIUFIIT710ETOR
ERIEI = R

3 FABFBICRLTIE, DFROZREDHELDER DF=OIZ, DRIETLHERERETIHENE
FLL, F- . BHREEDRNANVELGBSICIEEBRELFIIEBARCTNUETH S,

AEBEEER EXBOHEDZEICETDHANS/42 (2007FRETHR BARERBER)GEZLEITER
LTWL%,



<EEESE>
PEEULZERRET D,
BRELHE EEESE

BEEES | FEBEHR | FEIR DFEOTENCEE | BREVR | HIEEE
] R DI=-HDAREGRE | VY
1 /)
BIE HLUINYHA | BL FFEFEFE | 4L HL PEEDEELH -
I) FTHLEFEITD =y~
FE iSRG
PEE BEE(NYHA | SEFriE O =48R | 1 HY NYHAL T, M DR
o) DELIGOEME | FEEBIA DO EE k. ABERE. 32584581
e LEMERN | E. DEBERY . RIDEEOWLWTH
TEAR OLFhh MEFT . F=E.
NYHA I O##EBIAT
IEEEE P E T
e
i PEE~E | HFREOEHE\E 2L BEEOWLWFhhEHE
£ (NYHAIL | f=ISDEHS Fr- LB A T2 =9 . =L, fBIA
) E . DEERBAERY TOEEEPFEE
OLFhh DIEBEEOEE
NYHAII THDHZ &
REE EE (NYHA 2@ L 2IEE & TEMT
V) FIEHRAINOD
BERR A RE. WENA TID
AV Y b
LD EBEOBELE
FIEEEZRY . DT
nn
AR

1) EBEHIPRE BNP EQHE X EE DRBARELTVSEEITTS
2) JEfeRe L EHHHA : 3 ERLLE THeAS 30 RERBDOILD
3) RAFEYRY  MFEHEFEAR. k- DFLOBEE. RARFEORKE. EEZHKEE>30mmD5% 2 HE

Bk

4) HMAIODREEDPSICDLBBEROBEINEELU LOEEREEL . SR AL EAEE (E5EEH R
EDRETHET S,

<SEEH>



1) FHESRROFHICALSER

NYHA 9348
I MEEBIIHEMBRFEIHIRTE,
BENGHRAFHTIIRS . BiF. FREH. XHHLHE
PalyiE (fe) £ £ L0,

I BENMPEFEORKITDOFRAHL . RepFrE=(EBFERICITEER.
BEFEDIL, LEARVFEGIZ L, BER LR RESTRE) TEF . BE. FRE
B KMHHNEIIRDE (R EET B,

SEDORKEBHOHRAH D, REFFFICILEAEIR,

BEFEDIL, BHEBIZIE, FbiT4LE) TR . BIiIF. MPREE. K#HHOEIRD
& (ME) £S5,

VE MEREDE=HVAIELREFBLHIRSND,

DAREERPRDRE (BF) NRBRICIEET D,

OIDNEEKEFBTINOMNEET B,

NYHA: New York Heart Association

I 6 METs Lk EHEED 80% L E
I 3.5~59 METs HE{ED 60~80%
m 2~3.4 METs HE{ED 40~60%
v 1~1.9 METs KL F AT FREH DL
EAEED 40%KH

NYHA 2 3BIZERZ (ZXT S35 SAS (FALVAY,
[ERNEHIT 2METs, BEHE H1T 3.5METs, TV KR - ALy F{KIE AMETs, &% 5-6METs, B 6-TMETs 1%
EELFNOERELTHELT-.



SRFESRENEMR

(Specific Activity Scale)

@2 TiL, FHUTHOWVWTHERB LT EE,
(DLo2BW, ETHEDBLWVWEELLL DB ITOZFLTLEEY, bbb oizid 1?2
ICOZLTLEZEW)

I ", BIZIRNETHH? (IMet LLT) =R S ?
2. BRIZ/2 > TV B EETTN? (IMet LAT) EQA SR ?
3. —ATEFLWENATE ET /2 (1. 6Mets) [ DB ?
4, A VIZ—ATRIZCTEET1? (2ets) EOA S5 ?
5, BEZMD—ATTEETN? (2Mets) =gV DB ?
6. KEHBREN T E T ? (2~3Mets) EOA SR ?
7. B THEZEITET 2 (2~3Mets) [ELA DB ?
8. FIHXANMFIETEETN? (3~4Mets) A SHN ?
9. V¥ U—ZIONTHERTTN? (3~4Mets) VA DB ?
10. 7 VA KEEEZ L THIERTT D2 (3~4Mets) ELA ST ?
L1, fERE 72 N &[] Ul C i 2 100~200m HR T (= S5 ?
R TT D, (3~4Mets)
12N MWER LY )2 LTHLERTT2? D50 ?
(4Mets)
13. = A CTREICANVE T ? (4~bMets) EA DB ?
14. fEEE/2 N LRI CEE T2 TH - THIERTT N ? 1T 5N ?
(5~6Mets)
15 BEWVEEAEE (EHE V 22 E) 1T TE E 3002 (5~TMets) 1\ DB ?
16. S TEUNT 200m RN T HERTT 0?2 (6~TMets) 1TV DB ?
17. ZENXFITEET N ? (6~TMets) =LA DB ?
18. 7= A (ILHIK) Z L THFERTT 2?2 (6~TMets) (F\ DB ?
19. ¥ a X7 (B 8km F£F) 2 300~400m L THFER 1TV D50 ?
TI 0 ? (T~8Mets)
20. Kk Z L CHFERTT 2 (T~8Mets) [ELA DB ?
21. 2 L O L THERTT 0?2 (BMets LA E) ELA DB ?
FER IR T 5 i/ MER & Me t s

% Met: metabolic equivalent (fUiM4E) DOBR, ZEHAUN OEEFIEEE (3.5ml/kg AHE/4)) % IMet & LT
IEEIGEOBRENAENEZ/R L, {FEIREORIEE L THWD,



BHEERNERE BALOIERUEEAE

O GEM Y REHREDEREL R2P 0 RFMB LTI EE,
(ZOBEMRILT 47— MK TIESH D AL, BESAICRESELTIEELY

OBFE SACHZ LFREEEAZHET 2B, U TORICIERL I,
Uﬁ%%@mﬁ EMFEE L EMSBTICRHA SR TV AEA O REIA S TR A0 EM Y Z
k0, LTFEERSHRAT AR/NESE L SO, Mets TETHLD T,
m:n&wﬁ%%ﬁiz¢%%®A~XTiﬁ«ﬂﬁ?@ﬁﬁ&kkﬁbA—Xf?%ém%%
PBLTLEEN,
3) Thhrbiy) LW IEZRRLAL DR IR ERVIELTLEEN, & xiE,
BESADREIITo 2 EOEVEH T, BECIT-ERDSHNIE. 5 THLTEF 9 EH
TELZI BBV ET,

DEFEAOEZD NIV 226 T2 ] ~BITT4/MZHEB IOV TIIHRICEEERSBRL T
KEEN, 250 EVIEAMILH TR -HEDQERE (Mets OfE) . ERAHET
SR/MNERIRLEEY, TOBBEOREEREENIER (Specific Activity Scale:SAS) IC4 Y =
7.

DY R/NEEEORDF L A RFEHOEMER L, F0LAEREOEREENT 572500 key
question &7V F4+ O T, AT IR /IEEE Mets £) &L FHIEE OFELEITH L TIEEND,

¥key guestion &1k, HIEFHREHDHBICEI-OEMER ¢4, BMEAD 4, 5, 11, 1425k
{ N D key question TF,

6) Mets BIZIEOH A BRITER (BRI 6~11, 13~20) 2>\ Cid, ALEMEBE CEEDO®REA
Fibd HIFEIZIE, 0.5Mets OFEBTHIGE L TLFEELY,

7) T L2560 BETH Db SHHBFL TS X0,

(m)%ogmﬁiif%iT#?
IO1THAMTERBCEISANTE LEZERHY , BloTEl, }_H v
ZOTEBIC LAEZ 230, 5o ThRICTESEH /2,
C B EABT R LTHRER, SLobhol,
B EADBITELTHEDN, 2HhhoT, —  Dh
cTCEE RS OT, FH)EABTIE L d T,
c ZO1TEMIZ LD EEE0S, SORETEROBLTTEE 0N,
-%5%Amﬂ%%tﬁ%<¢oiw%mwnf\f%éﬁwgmbbﬁ%ﬁbg};ﬁ DB AR
B EADT oI LR D T, TELIME DL,

(F T OREEDEE)

MR A& R UEE G A 100~200m 250V CH PR TT A, B~4AMets) | &V 3 BRICHI®D
THERDF D b -8E. BRI 11 2% key question * 721 | FRINEBIE TEH S SAS IZ 3. SMets &
HELES,

GBEZHELTWETD E83h 53848)

U1l OEMER CEROEEBENLTLES, (S0 FPETX B I33E] OBEI Mets
o, THRETE D o510y BEE Mets & LCTEV, PAT& L, AiEOBEROZ LEFBLE
P



m%@&oirﬁﬂ*mﬁm BT 5 HEEIH

.%% (WD ERARIEIR, AT AT LT, BZIrEYE RICR B DO BUEN W EAITIE, Wi
NORObDEHANTHZE LR (7272 L, SRR 2 T HRRIERE ThH > T,
FARER B DITIR D),

L IRIEBIATZ IS 3T D EAEE S FEIZ OWTIE, @R EFE O T CIRENMTHhIL TV IREE T,

BT 6 » AR Che b EVIRIEBZ EMI W2 2 & &9 5,

LB JERORE N FROBEEESFEETEL LIZY L2NWE Th L0, BERERE T 5
T EMMERFIZONTIX, EREDROMG LT D,



59 HIRENFRIE
O W=

1. @E
2005 FITHRRINT-HFREDHERABERARMICKIZEDOFSIZ(CLDE, HREIDAHAE D EARFRE
IZZEDEIRREETHY . (1) FEULELE (stiff left ventricle) DTRETE. (2) EEH AL AD RN, (3)
EEFIIEZEISGENVEZIEEE, (4)FER(EBRMVER)FHO4BEEIZHOVLET L EHESN
T3,

2. BE
RE

3. fEK
BEDBEEEBEROILAHIN. FANEITTIELRE, FEIRK, ERELENB IS, DIE
FEIREL T, Z<DERITIE. FERTRE#IRICEREIN D, ChIEHERODAKIEMZHEN
ILEREFEIAERE T ALTEERALREMNETL, MAHEN TR ITHEZ LWV HTHDS, BN
MFIREREE, F 2 OEDFENEND, S5, EfEICHDE, REFROESEBARK, EE. MKk, lEKi
EbHoND, FELDFENRC., BIRICEIMBRRBERVBBERCIIENKLH D, = DARED
RICKDRMOERELFE-TENHY . EFHELL TRHIEE, BEE. MEELENEIS,

4. Ak

R IDFHE (FUAETE DR R LERRENFEZESOLN LD HAHMNBRENELDIDTEMEIZELS

BAZHANEETH D, MRBEDHEIHFENTEREGVD, REREELT, DF L. FERS LU M

B-EREQBENKUTHD,

a. DARZEDAE
FREKEODFLIESSI->MEKRTHY . EEREFEANRBFINDT L (HFpEF) BEDAEREICHE
CTIThnd, AEREOQDERIEFIRETHD.

b. FEARDGHE
FEREISDEMBALIELIEA NS, COLBEHEBIOHBICE T, RBITERMLBILT HIL
BHEDT, MABIRELE>TARET D, -, LDEMBICEVEIREGST-15E (&, JRREFHE EHE
[CEYSHITHRREBILSEL1=0H, OF ) RABE| AL I LERE, B EMELGELZAVTLEH
aAVbA—LHEHABND BT TIFECABETEHWVESICE, DEAT—TIVICK D EEREEIHY
MEBBAMR—RA—D—EZAATDEFRAZETIELH D,

c. Mtz -EEDFH
HEECLEHEENHY. MEOGENCOEORENROLNDIEEICIE. EREDFHOLHICE
HIZh1=27 L T7)r FXa BEEVLEENVEVAEELEDIEESIL K BEEZOPUERRE
PLETHD,



5.

F &

KEIZETABRAEZHREL-FERABRE TIISEETEL 64%., 10 FATFEIL 37% THoT=. &
FRICEETDHRFELT, BME-NYHA DHEED 8-S Tv I AREE L DS I - fEIAREEAE A
18mmHg LI E-EE®E 60mm LUEANBORFELTEZONTWNS, BH. /MNEFITIIBOTFERRT
H5,

O BE#HIFEICHELEHE

1.

BEH (ST EEERIRELRFER
100 AR

- RRDHAE

REA

. HRBVSRERATIE

REESL

. REOEE

B

HY (RITOREERBERMEEEOZIHELEZLECHEIIZTHED

 BEEDTE

HRBEDHEEEESBEAVTHRFEULEZRRET S,

O fA#EHT
MR DAEICET BRI
PMEKKRE WMNKEZXRZFREFHARRRIRSARE IR SHHBZ



<BMEE>
[(EAmE]
EENREEEZERETIOBVERE . QEZHAPEROXR M. QEEEFIFIEFITIENE FEINHE
Bt ORETADIREZRHHLET S, EXEWEHEEE. EEAEREICLAMOLT o MELDFELHSD
BETRIEEERD. NROIEHABITIFRNBRLGLEEBELATNIELSR,

(H#REDFIED DM EE]
HRBDHEDZHIE. HENICHIT DB ENAH LN, ODERDORIN, QIEXDXRIN, @I
BIZEVDHEEE. OBEVWERE. TENABATHY. OEFEIDELRELDERZHA SN TSI EN
DLETHD,

EHERDEBZELEHT S,
ODMERDORIN: DIT—, MRIZE 2D ERREETLAD KN
QDEBXOXRIN:LIa—, MRIZEIZEDDERRD RN
Q@EEIALVDERE: DIO— EEERE. MRIGLEICKDEEISAVNAEEEH 2 E
@EWEE: LDIO—-BADHT—TIREICLIEENRESTHR
Of R BT : IBXELDARE - & MLE DR 8 - AR D IE X7 & DBRSV BT

BRI ARNETHERIITRETHS,

- UR a2 - B It DR 2B 0D — BT -EmES RS

- BB X B AR AE -PRARED B AE

- R ERE
D7IAAF—2 R DYILALF—2 R IDANEYOTR— R
JV)a—5 U BEE MEHRDRHEE RiEEREHRELRE

DRRIDEAIRIEIESE

I, BEICFDREERNHAENBETHDHLDET B,

(ZEDT=-H DS EEIE]

(1) BRAER

PR EREE. FE. BE. BRFR(ZEBER) . E(WHREER) L,
(2)hERTR

HERIRRR., B, FFEX. BBKEE,
(3)§8E2

VE



(4) LER

DREME. LEMEANGE, BB LR, OB DEEX, ST- TR, WIRvIsE,
(5) LTI~

DIERDRIN, ERISEV AR E, HIREIERE. DEAO R, DEHA. DERAMEL,
(6) LBihT—T LRE

RIS B EUEBIAREROLL .

EEER: ERISEVESEHHENL,

BONT—TVIRE: EEHENE GRELR. ARRERME LR . MHIMIAE LR, WD

AR MATRIRER L),
EOAT—TIVRE EEHERNE LS,

(7) MRI
EERXK-BROXI, DEEE-FEEDORIN,
(8)EENMAHEE

RABRFRENESSVRIMENRBHBIENETERDS.
() IDARRTLEER

BFENGIRIEGVLD, DB E O, ODFMRREX, DiRHEEREES . DRBERELZEER
HBEX3, IDTIAAMR—ROAEHIOT— AD RS

(10) RiREE
RIEENDONDEENH S,

¥1. DIO—FR

(IHB) (F+BME)
OIER D R 40 EEWNBERHF=55mm ZEZMERHAFFRHE<18mm
QI BR DX 40 DEPRERE =12mm
EEEZREE=12mm
BrISKRE TMF:AEEELIFHERE/\F—>

XKBAEAIF RGN EHY,
RIEEAF MRS SR =RF MR OFREZEEND
@i PER 4
OEREHEX EEE>50mm, ZEEE> 140mL



X2, IDBHhT—TILIRE:

(FEH) (FHEI1E)
ERBISGEWAEEERH 57 E EEERH DB =50%
X3. BEIREFZ(EBAK CT) . DRERTERIODH R OFEDHEBLEOERD-OEITIND_E
AEFELLY,

(HEDN-HDEEEIE]

1 FRPERICE, 2FE0ER(RPIZF v ITL—avFERT—ILARTINTINSILE) BLU
DIO—R(EEGFIELR—tDIE—, ZBHICDETDHERENERINTNSIE,) FXbE
AT—TILDFFRDRENNETHD,

2 DIO—ETEGFFENTDIT/ONENEE (X EEEFOMRL, CT. DYV FIF74HETOR
Biu L9 5,

3 FRBBICHELTL. DAXOHELHER (CREODHER) LOBRAD=OIZ DRETLHEBRHS
EITESNDIENEFELL, Ff-. BERESZFIEBEIRCTIX. BBIREBEDBRANDLELIZEIZIX
WHBTHD,



<EEESE>

HREDHE EEENE

BEEES | TRERIR | TER DAREOFREPREE | BNP(og/mbL), | HIFERHSE
<] R DI=HODAEEGR | NT-
E1E£/M) proBNP(pg/mL)
1)
BIE HLUINYHA | 2L FFIE#% | Gl <100 hEEDREELHT-
I) THLDEFRE <400 S7ELY
I BN IR HE
PEE EE(NYHA | g D0=E | 1| 100-499 NYHAL T, M DFE
I) HBPFELIIDE | FEEMAIOR | 400-1999 k. ABTHEE. BNP &
WEas L= | BEP.DEBBER 1=1& NT-proBNP O
SEARTE TS B AR V. o0nFhh BEOWThAER
=9, =1L, NYHA
I DWBIATDE
EohE S EEE
#%
i hEE~E | HFHEEOEHA | 2@EUE =500 4IEEOLWThAE
£ (NYHAIT | F=X0EME | FEHEBIAIORE | 22000 T3, 1=fZL . 4#Bh
—IV) EEP.DEBEER ALMEEEPF -
V. o0nFhh FDEFBEEDOGES
[ NYHAII THB &
REE EE (NYHA 2@ L 2IBE & TEMT
V) EIEESEi i 2= 30)
DRERAEBE. MBI
T g @G F 1= &
EEDDEBED
B E=EEME%
KNOIRY ¥\
FER
1);EENEHIRE BNP EDQHIEILBEDIKRENTELTNSEEIZITS

2) R IE D E4EA 3 ER L L THEA 30 MRFED LD
3) FMMAIDBEERSICDRBBIEROEBEIPFEULOEEREEL, RBRMGEEEILESFH R
EDRETHIEY 5.




<BEEH>

1) EEBERIROTMICALDIER

NYHA 7348

I E

MEEBIIHEMBRFEIHIRTE,
BENGHRAFHTIIRS . BiF. FREH. XHHLHE
PalyiE (fE) £ £ LG,

BEMNMPEFEORKITDOFRAHL. RepFrE=(EBEFERICITEER.
BEFEDIL, LERVFEGIZ L, BER LR RESTRLE) TEF . BE. FRE

B RKMHHNIRDE (R EETS .

SEDORKEBHOHRAH D, REFFFICILEAEIR,

BEFEDIL, BHEBIZIE, FbiT4LE) TR . BIiIF. MPREE. K#HHOEIRD
BREEESS .

MEREDE=HVAIELREFBLHIRSND,
DAREERPRDRE (BR) VRBRICIEET S,
OIDNEEKEFBTINOMNEET B,

NYHA: New York Heart Association

I 6 METs Lk HAEMHED 80% L
I 3.5~59 METs EE{ED 60~80%
m 2~3.4 METs EE{ED 40~60%
v 1~1.9 METs KL F HEITFREH BT
EAED 40%KH

NYHA 2 3BIZERZ (ZXT S35 SAS (FALVAY,
[ZERNEHIT 2METs, BEHE H1T 3.5METs, TV KR - ALy F{KIE AMETs, &% 5-6METs, B 6-TMETs 1%
EELFNOBERELTHELT-.




SKRFSRNEME

(Specific Activity Scale)

OMZ TiE, TRICHO W THEM LT EIN,
(HLoOBWN, ETHEDDLWEELLEE D5V IZOZLTLKESV, PRLRNEDITIE 2]
WZOxLTLZEW)

1. W, BIZIENET? (IMet BLT) [ DB ?
2. BRIZZ2 o TN D LBTT D2 (et LLF) =4 DEHUN ?
3. —ATEFOEEN TEETH? (1. 6Mets) (A D5 ?
4, PALIF—ATRIZTEEZ TN ? (Mets) (= DHU ?
5. HEIN—ATTEETN? (QMets) EA S5 ?
6. RFEFERNTE LT 0>? (2~3Mets) =4 DB ?
7. B TAHAMZEITET 5?2 (2~3Mets) EQA S5 ?
8. FHOETANHITEETN? (3~4Mets) =R D5 ?
9. VX U—EZIPRNTHFERTTD? (3~4Mets) [ D5 ?
10. 7 VA REE L THFERTT M ? (3~4Mets) =4 DB ?
11 @72 A & R U CEf 2 100~200m AT b (=g DB ?
TR TTH, (3~4Mets)
2. BN (BB LY ) Z L THERTI 2?10 2B ?
(4Mets)
13. — ATHEEIZANETH ? (4~5Mets) =4 DB ?
4. f@#FRANERIUEECT2METH THLERTT? 1TV DB ?
(5~6Mets)
15 BV EAER GEIE D 72 E) X TEE T, ? (5~TMets) 1T\ DB ?
16. SFHICREVNT 200m AN T H IR TT N ? (6~TMets)  (HW S5 ?
17. ENE L TEETN? (6~TMets) (=g DB ?
18. 7 = A (UTHEK) # L THFERTTMN? (6~TMets) 1T\ DEHUN ?
19. ¥ a ¥ 7 (HpH Skm F2) % 300~400m L THFER 1T DB ?
TTh2 (7T~8Mets)
20. /K¥k%E L CHIFERTT M ? (T~8Mets) EUR DB ?
21. 72 EVE LTHERTT 2 BMets BLE) = DB ?
SEIR AN IR T 5 /M) Me t s

¥ Met: metabolic equivalent ({U#fM4&) OBE, LEFAAN OEEFEIEEE (3.5ml/kg KE//)) % Met & LT
ISBRFOBIENME 1R L, HEREOIEE S L TRV,



BHEERNERE BALOIERUEEAE

O GEM Y REHREDEREL R2P 0 RFMB LTI EE,
(ZOBEMRILT 47— MK TIESH D AL, BESAICRESELTIEELY

OBFE SACHZ LFREEEAZHET 2B, U TORICIERL I,
U%W%@%ﬁ SRR &L EMARFICERS T2 OFRFEEA R T L5229 2

TR DFRRERSHER T SR/ MEEI T 20T, Mets TRTHO T,
m:n&wﬁmﬁﬁiMT%%®A~XTi&«ﬂﬁ?@ﬁﬁ&kkﬁbA—Xf?éém%%
PBLTLEEN,

3) Thhrbiy) LW IEZRRLAL DR IR ERVIELTLEEN, & xiE,
BESADREIITo 2 EOEVEH T, BECIT-ERDSHNIE. 5 THLTEF 9 EH
TELZI BBV ET,

DEFEAOEZD NIV 226 T2 ] ~BITT4/MZHEB IOV TIIHRICEEERSBRL T
XV, 250y EWSEZNFILHTHRAREOEERE (Mets D{E) M, FERNAHTT
SR/MNERIRLEEY, TOBBEOREEREENIER (Specific Activity Scale:SAS) IC4 Y =
7.

DY R/NEEEORDF L A RFEHOEMER L, F0LAEREOEREENT 572500 key
question &7V F4+ O T, AT IR /IEEE Mets £) &L FHIEE OFELEITH L TIEEND,

¥key guestion &1k, HIEFHREHDHBICEI-OEMER ¢4, BMEAD 4, 5, 11, 1425k
{ N D key question TF,

6) Mets BIZIEOH A BRITER (BRI 6~11, 13~20) 2>\ Cid, ALEMEBE CEEDO®REA
Fibd HIFEIZIE, 0.5Mets OFEBTHIGE L TLFEELY,

7) T L2560 BETH Db SHHBFL TS X0,

(m)%ogmﬁiif%iT#?
IO1THAMTERBCEISANTE LEZERHY , BloTEl, }_H v
ZOTEBIC LAEZ 230, 5o ThRICTESEH /2,
C B EABT R LTHRER, SLobhol,
B EADBITELTHEDN, 2HhhoT, —  Dh
cTCEE RS OT, FH)EABTIE L d T,
c ZO1TEMIZ LD EEE0S, SORETEROBLTTEE 0N,
-%5%Amﬂ%%tﬁ%<¢oiw%mwnf\f%éﬁwgmbbﬁ%ﬁbg};ﬁ DB AR
B EADT oI LR D T, TELIME DL,

(F T OREEDEE)

MR A& R UEE G A 100~200m 250V CH PR TT A, B~4AMets) | &V 3 BRICHI®D
THERDF D b -8E. BRI 11 2% key question * 721 | FRINEBIE TEH S SAS IZ 3. SMets &
HELES,

GBEZHELTWETD E83h 53848)

U1l OEMER CEROEEBENLTLES, (S0 FPETX B I33E] OBEI Mets
o, THRETE D o510y BEE Mets & LCTEV, PAT& L, AiEOBEROZ LEFBLE
P



KW K OV FHEE B OIS 2381 5 B

1. R4 2WHIT W2 EERAER @E%ﬁ# BIL T, WEYE RICRBEOBEN RV, W
NOFREHIO S DOZHNTHAE LI AR (7272 L, YR OFE 2~ RIERE Th > T,

FARER D DIZIR D),

2. IREBIAIZ I DB FEIC OV T, MU EFEBO T TIRRMTHOIL TV HIREET,
BT 6 » AR Che b EVIRIEBZ EMI W2 2 & &9 5,

3. B, SEROBEN FRROEEE S C—EU EICHEY LERWETH L0, mEERERZ T 5
T ENRERFIZONWTL, EREMROMRLET D,



60 BEARMAM

O HM=

1.

W=

BATRMEME, REOTRLIKFEDELHY . BERNMERBERTEETHD, MEKEHDITLTL
LETOMBREVNSH T TGS, BEF TIXEmMEM/MMREADE T TEMBRKIIEREENSZELHD. 2
BRD=OITIE D EBICKDAMEKBDELT RN T DLENH D HFICEHDHOOLIVEE L, B
EWREIERE (MDS) DARG A (FAB 7348) THD, BRA N REFMEFICE>TREI>TLNSIE
R EEMEREATI OE U RERE QOMmEK (PNH 24 7 MEK) ° HLA 95X 1 ZUIILREMBRABRE S
NBGEEICIEBAETBRHAMEBBMIZEZET 52LMNTES,

EMFMHENELTIRFELT, AEZMRFICLIENRMADCGELENHFRIRESOEME
BEDIONEELEAONTND, BRMEBEFRMEE MO KRS LEMFMRZERMIGETSTY
VINERE, ENITHOTEASNAEMMFIES A A VICEOTRET 5. ES. T U/ BRIZKDEM
HHRDBEETRIZY DHRRGAMUAFZONDDHLHIN. T UV /N\BROFENELLIBERRIIFLRAES
NTLVELY,

- ER
(MEMIEIR
BERR. RUh. BEF. HFV. HKRFR. BEE.
(2)H &R

REPHED AR, S, @AM, £54E, EESITEIREL M, K, & T,
HHREmbAOND,
(BVREFAEIR
EEHITIE. FBHIKEDITHESBRICI>TRENALND,

ARE

XERE

BEOBREEKRICELT AEIOEVE7g/dL BEULICHIFT HL5ICAMBKBRE FRIMREHIMm
%, FFREREAY 500/uL KiETREEEZHFELTVWDEEICE BRHEBRIO-—FEF (G-CSF) #%
594%, mM/MREHMNSTF/uUL BIEEVLENAUTICETL, EnERAZELIMESICITEELENERT
AIEEMED H DD T, HIMERZEAHEHS F IR M/NMREMEITS, 8. RRAOCREEFZEHLTLSIG
BIFHMIEMAEETHIENZLD T, M/MrEZE 1~2 5 /0L L EICHREDKSICEHERIC I/NMRE Mm%
15,

SAE| D FRMIKEIMDF=HIMFT ) F A 1,000ng/mL ZiBZ S x L TIXEIM & EXEFIE (< kD
BETEERTIEHTIISVO09REFHRET S,



EIEEZEBHELIZER
OfEIHEZ, QEARMIERATOANEE, QrAVRRIF U ZBAARETHE (TPO-RA) | @& MEHHE
RRBIELNDS.

Stage1 &1\ Stage2a IZXt 9 B8

m/pRAY 10 B/l REDEEZFFB-TIHEICIE, 3.5 mg/ke/ BRIE DS VARR) V&AL, f/MR
PREFMBRDIBMAASNGENNEINEHET 5, BETRHANOZMALELZBR-TIHETH, /)
A 10 B/uL LLEDFIERERBICISBHMAETIILGULV S, BEAETRBZHEIT HH. EERIEL
ATAMREDHREHB, 8 BRIUELELIVARRUERELTOREAALNT | MEKFD LI ETT H5HE
[Z[E. Stage 2b L ELDBEAHHICELTEET 5. MEKHDDETHLGIMEE(E, BEETRAZHEEY
S0, TPO-RA T [FEBHRMERATRARDIREH D

Stage2bll E D EFEE CHIMENHELT A6l T 58%E

MENERMRRE Y T RES DT (9T ATG) £ EHMEMNEIRME DY XRZES DT (THF ATG).
DHOARKRYELUIZ TPO-RA(ZILMAVAR/NT FIEAITORF L) D 3 FIFFRAEED . 40 HEKFET
HLA —ERIaZE T HHIICHLTITBRBEZEZITI. ATG VAR OHRAIZEY ., H6EIDEEN
MM ARELLGEECTHET RN, SSICTILNAVRNRT E2HATEEEDENE LD, BABEFEMR
mizxd 2FMmEERBHBERORMPERERL 10% LU T THST=6 . BIG (L5 5E HH 5% D
[ZREN D,

HAHIIIX T HIAE

2HARKRYA ATG NMENTHO-BETFRMEEMD 50%~80%(Z TPO-RA O I/LbOVKR/NTE
FIEASTARFLMNET S, CNICKoT, MERIFEMIKFELI BB LG, 1 H140, FEMZRF—H5
DEHBHEIEES D2 /EIN>-EFOMZYDFLFEIN TS,

HH.FEEEFTIEERMBICLIILIEREBEELAONDT-O. FEK-RIKBFEROEMOLBERE
EHEL MDS EDERIIERE#TH S, COT-DBBAHTREBICIELTRETILENH D, REMRREIC
&% (RBEIFIEEDNEOCT V) BHEALHNEIIDHIEICHERLGAIEEELHIRERRELT.PNH 4
ATMER-HLA V5 R 1 PLUILRKMERDIEM, MO ARRIFUH1E (320 pg/mL KL E)HELH B,

Pk

DOTITEEFDH 50% N FEELURNICTET T HESN T, BETIE, JLEWME. G-CSF. M/MRE
MG EDIFFENFEEL., RENHFHEEOCEUBENREZRBHIITHONEEIITHEoT-1=0, $97E
MM AELLGLIETHEL. FIDBENRIAEFT 5L >TIVD, 1L KREFA SIFHEREA
€02, G-CSF 5% FHERAEMLEVNGIDFEITIKARELTTRRTH D, -, REMNFIEE
BOHEFHVTEH. BEFRHELABEHKLZY.MDS % PNH [ZBTLIZYT 5610 H 516, =
oDl failure | REIEFENBFONDBINENEE 50%353TH S, —ED EBEHORER RIBEZ AL
HlERENFIEEC L >TERELE T . BN FRMEREG M - [/ MREMABE LG > T A, JRET
(F. SNoDFIDFFEA TPO-RA IZX>THET HKIITHE-TIND, FRMEKEHMANE B4 EHERS -



DAE-FEZELGEDAEIOT—VADERAEREND, T, REMNFIFEICKIYREL-RALEES
D#I3%H MDS, ZD—EMN M EREIEBMAREIZFEITL., $95%A PNH [ZH1TT 5,

O EHHIEITHELEIE

1. BEN (S 3 EEERZIMETREER
8,348 A

2. RIFADE
FHGEMSMBMEHENICEETSE T UL/ ABRKALADRRICE>THEESNEEEZLNDH, ZD
ERIZFRH,)

3. MBRMIAESE
REEN (KGR, RENFIEE. ERRILRTOCREE, TPO-RA, EMEMMIELE A HDH, &
B EE T AMELSBIRMICHRT A EFEISATOED, )

4. REOEE
WE (B EEH 0O— SO % BRI EZBLI-H T REINHEEL TPO-RA [Z&>THHELT. B
B M BREA M0 - 1 /NREA M ASAEE, )
HY (HRMEIZLB)

6. EfEENE
BATRMANOEEELELALT, Stage2 A LERRET B,

O 1Rt
MFRMEENEEICETHAEMERI
MERRE RERXF MR- -BEAE &R B)IEX



<EHREE>
BAEFEHAMOZHER
Definite Zxt & &35

A MBEREMR
LUTDOIEB DL, LlkeEd22%im=7,
1. AESOEVEE 100g/dL Kidh
2. #FHhEk:1,500/uL K
3. m/MR:10 B/uL K

B. BHREMR
LUTD1.200WFhh1 DL EEEDHD,
1. BHERFAR (VOVMEREZESD, ) T, ARMRIERAELTHADT M. BN LGVGELERERD
BAE) B FED EFENH D, S MO R AILEE T,
2. BHAERR CEMMEOREILADHS,

C. #AlzZH
NMEKE D DREETDHLUT DEE
HfE. BHEMBAERE. BHHRHEE. TRMNEFERBEANT/OEVRE. ERFHRMEEM. O F
BEEnts. B /\ME. SRMEHIE. BRI TERE (FEE. MIREREERE). 25%T)TIN—T
A MIKERERE, BREELE,

<gHohTI)—>
Definite: A & B Ziiif=L. C &4 T=5

<&EZLIE>
1. #BFRMERAOK BRI/ MR E| S DALY,
2. MEHMED LR LT BB BESREDIETHAH S,
3. MIFEHAD MRl TEMMABBD B LAEHEBOEMERIMENH S,
4. PNH 2/ 7 kAR HIN 5,



<EEERFE>
Stage2 EEXRET B,
BETEMEMOEFEERE

Stage1 B}4E TRUNDIGE

Stage2 HFE TEDIEBDI>L2IEHL EZE-L.
FFHER: 1,000/l FKiE
mm/v#g :50,000/uL K&
#AIRIMEK : 60,000/uL i
Stage 2—a FRMEKEMENLELLLZLED,
Stage 2—b FRMIKEMZNLELT DM, TOHREILER 2 BEARXRFEDLD,

Stage3 PAYEE TELDIEBDS>H2IHB L EEHE-L. EHNGHMZLELET D
fFhER:1,000/uL K
M/ :50,000/ul K3
#A7R MEK - 60,000/ul K

Stage4 EIE TROIEEHDIL2IEE U EZH-T
SFHREK:500/uL Kih
M/viR : 20,000/ul il
#A75 MK - 40,000/l K

Stage5 FXESE IFHERD 200/uL KiGHITIMA T, FTED2EEDSH1EB U EZE-T
MM/ iR : 20,000/ul K
AFRMEK : 20,000/uL i

T ERMGEMET, A 28M U EOFRMKBMADETREEZLD,

SRR R OV FE RO 351 % B R

—_

AW O D ERRIEIR . BRAEAT IR LT WS E RIS B D IEDR 2 WEEIZIE, Wih

DEFHD S DEHNTHAE LK X2 (7272 L, Ba%RIE Okl 2~ T AR E Th - T, #Eadn

REZ2 b DITIRD,) o

2. TRRBRAMGTRICIST D BRSOV TR, MYREZMEHO T TREMTOA TV HIRETSH

- T, HIL6 AR TR b EVIREEZ EA W5 2 & L 95,

3. B JERORREEN ERLOBEIEL /IS T EL B LW E TH 508, M RER ki %

T RNEREDIZHONWTI., EEEBROSSG LT 5,



61 BC®R&EMEAMERM

1. =
BEfEMHAMMEEM(AHA) (X, FOKEEORRERIGTHIEEMAENELESH IERARE
DR, FOKRNMEETZZ T, FOEROFEGNZLSEMR(BM) L. BEXIHKETHD. BEhK
DHBIZDLENSBEDFMIEVELTHADEA N L BREE - FPEOETLEREICETCTIE
IR LEEIND, BECHAROERZRHEBERLT I, AOHRK. BRRHRRE | FREHLTE
BRAGEHERIOATELGIRHEI DOREZAET S, BEENMKOFMEKFEEOREREICLYERE
ARD AHA 23 5EN 5,

2. FRA
BERERRORILIZE. BEROEELSERDKALHFERBBOERAZEZLNEA . ThETH
DFMILERATH S, BIKTE,AHA [2HETHECRERRDAILIIRERERESECHIER. IR
BRERNEHICRAEOTELLIZEFHDBETHILEBRLTHDAZALEEZALNSD, EDHT,
B REFE REROKA, RILEVIRE. ER BEGENREOREFRICEAEIHEEZL
nd,

3. fEK

(BX AHA-ERIRB (I ZHREICEL AFICRBRETERE. 2 5EH. 0 F 2. FRER, ZHE
BEHITEDHY ATV AEVROZROLZZEARLGD, FEKDARSICITB MO EITRE . (LAt
e ERERELENEET DS, RESNTELNBILGENWILEHD. BEDIFIFILFEIZH., AR
[CIE BRI B L= FRETDI U NEFHEXIEENTH D, REDOHIME(L 32~48%, FFK MM
INRB AR BES (TP) 2 &6t 5158 E T 7 X (Evans) FEIRBE LTS,

B AIHA Tl BREICKIEERI—LRARBIIREDO LN H D (V—LXIZH AIHA) . CDIHE.
HREEV—LRABBERETHNIEL, TILHTLEI—LRARRETOIERHEBREN LN D, T, &
EFRMERKAERRTOBCRAEMEI—LRXHBTIHAT 523 TES, BEFMEKIES 166 DE
E(7O—Y A RAN)—E RIA RO IgA/IgM (23T 29— LRHBREZHICERATH S,

(2)FE A EEFRAE (CAD) - ERFRAER (LB MERHRBIREF(CL DL DN DML, FFHMERMYE CAD DRI
(EBITHENZUBMAMAEEET AN, BEARBICEIAMIKEERDILELH D, BREZDMER
LT EERG-RR-BENOF7/—CE. BRERE . L4/—BHRLGENHLND, REDRIKEBEE
RHEN, TREREFENTHS.

RREMZEANEY OEVRAE (PCH) - BRETIEHOTMIUNEDOREEZ LKA DEFHMERENE-
TW%, LHTEKRoN-HEEHOERFITE. EARENFOREOFRLLGY . HREEREMEO M
ERNBMENETOEVRERT , [RIBDET. AKDOERBARRE - FRVVEEIZL>THHERINS,
EABRBNOHS ~HEFEZRIC. BEE. MkE. BE. 585, B, THA., BRRICONT, BEL
REEHD,



4.

AR
FRMEDERX AIHA DBR T, BIBRERATOARE, RN, REIRENA=ZAETHY. £D55
BIBREATAOMRENE 1EIRTH D, RABIDSLIEEEZBELLDT, [FLDHIEHEM A LU LD

SHGERDFEIRMTCREINFEL. BIREERTOAREOTHEHS BN THRATLONRETH S,
B MD 80~90%([EXATAAFEHEMTEEMNARELEZ 55D, CAD KU PCH DIEARABE LI
B RBNREVERNTHS, CAD OFMITKT LT, #K Cls (AT RIIMAEARFLII) WEFKESN, B
MICHTRMFINRFREINTVS B AR EITIAEEE (JVFIYT) OFAEIRESN TS,

5. %%

ROBEELD, /NEORBREFIL2HELSZ L ERX AIHA TERERBOLVMFRFITIEAREICKY
1.5 F£FETIZ 40% DHEEHITY— LR (Coombs) SHERDIEMHILAALND, FFFKME AIHA DEMFEIE. S
FTH 80%. 10 £TH 70%DEFETHLIN . BMETEFETRTHD. BEEHTHFEM CAD (TR
%2~3EDOFBTHERLBRLGW, Yo/ BREEEBICHRR T ILOEEBERICI>TTFEIEER
2. COBETLANNEBEDORILELGDIEEDHEN NEDRKRERMED PCH (FFREMSHB L
LEBGETHRYT 5, BONVBMICKIEELELRLERBRINIE—MRICFREIBRIFTHY. EHIEOER
FHHEIEIILN,

O EHOHEIHELEHE |

1.

BEY (NI EFEOERZGELRFER
1,178 A

- RRDHAE

TEA (HEREFHGEFNTEIND,)

. HRBVERERATIE
REEL (ARARBEREGZL,)

. REDOEE
LE(BRHROZBZELEDIEEHY, )

HY (HARIHERDZELESHY . )

BEEDHE

HRVMER O B S REEAMEE M (AIHA) DEEE S FEICH T, StageSULLZEREB DX R
&I %

O fAEHT
MR EMEECRET AEMEI
MAEKKRE RRAF mMR-BEAE HR FREX



<EEREE>
Definite ZXR&ET D,

A EmMEE D CX) DBEEEEET,

B. &R
UTD1XIE2%#H =,
1. REERMEICLDIERI—LAABRLIBETHS.,
2. D—LAHAEREMHITE, FRMEKFES 16G SiE (TA—HYARAN)—(FCM) i, RIA JRIZTRMH) o
FCM%: HubAT 16 EHRHAMEZE | EEEHFH :5.5-16.0
RIAi%: hvbA 7T FRMMERET-Y) 785 IgG 73 F. HEEEFH: 20-46

C. BRIk
FEfEAEEANEEN (FESHMm. FERAMMEER) RUVEFRME SEMEAMEE M

<zZWoAHTI)—>
Definite: A & B Ziif=L. ™D C %4 LI=1 D,

(X)FMmEE Mo E#
TiED1E2%F5E-L. SERSILI-2 D,
1. BRERFTR

BEmEFEEZRDD,

2. REFR UT6IEBDSHA4EBLULERDHD,
DANEJOEVREET
2)#A 7R M BkiE AN

MEMBEEYILELELR

AR -EhoOEY) RE M

5)MEF /NI OEEERT

6) B RETR SFERIEM
3. FAlKRE

ERFERUEEMN. BREMBEERE. FELMRKE. EXEFROERAEEE MR M (congenital
dyserythropoietic anemia) , FFREERE . ABEMHEE.

D. "B FE
LTEROEZEDOATI)—IC&>TAIHALZ T 5., SHICHAMEKB S AOREEBEREICK ST, &
HX@7C)D1NE AR (4°C) D2)RUIIZEHDT B,
NEXBEREEALMHR CEXAHA)
ERERIRITIEFIZENKEV FEMMFBICKLDEE I —LRAHERTleGDH . XILIgGLMARR 2 D&



SNDZOMNRATHLH . UHEARIELERARIMLMETOASEEDIELH D, ZHTIE2). DR
ko THELY,

2)FE A BREFRE(CAD)
MEPICEARERMEDLELADHY . BEABEICLDHAMDOELPIESANNALONS, IFRFME
[CKDEHEI—LARBTIXEARRA D EESND,

B)FREMEAANET OE U FRIE (PCH)
ANESOEVREHHEL, MFFIZZHEFMR (FF—b 52 F X4 A F—(Donath-Landsteiner) $1
) hEHEND HERMBICLSER ) — LRBRTIIHEER S M EHENS,

UTIZE->TRBAEEREA N EFEITON BEHROFNRELGHDIE., REELTEM TR EMEDAHAZ
HNRET D,

A HEERKBX(IZEHAL6NAETITEET 5.

1B HERBITZEHNL6M AU ELEEBEY S,

R BRREBERDHEL,

R RITRILMEEF T 2EREREERD D,

E. ZEmMR

1) BERICIEFROMERDRZ AT R BRKFRMER, FRMBKEEGE) LSE(Z115,

2) HRMEEXAIHAICE R /MR EBE (TP) NEHT 2N H D (T I 7o REEE) . T1-.
EHRERMEOLREHSEERIAOND,

3) ENAREKRETOAMIEMEERMEMET HLERST  BAETHBMEKRERT ZENHD
(BEABESEERE) . BEREHR ERRERERY)—=U D REDBEE. RUEEDY
WEARERLFFHETED,

4) EBERBICIIECRERE. VOITFHERE. Vo MEEEEER. RETDE. B, BE (Y127
SAT. IR BENEEND, FEETRBDIZCHODEENEMHILTIEAHY. FDBAT
BEHBORARMSENNDS,

5) ERIEFMAEERTOMENCELAEERNEICLIERI—LARBRIBELLELIOTEET S,
DEICITERRERE. ERIFLEDOEE, ZARFEERAOBRELENSEITLED,



<EEERE>
Stage3 LLEZEXHRET D,

BofEMEEFMMEE D (AIHA) DEEERE

stagel B 4F EMECEGOUICEMmMEBEELLAL,

stage2  HESE EMEENDET ATS/AOEVERE 10g/dL KL E,

stage3 OVEE EWEEFEEBEOAVET AEIOEVEE 7~10g/dL,

staged E JE EMEESIVHMMOANET AEJTOEVEE 7¢/dl Kb,

ML FLUE R OVERE FE /p B O IS 1 B B B TH

1. Wissh _%wé%mﬁ%\@E%ﬁ%m%bf\@%%@LK%&@%Eﬁ&wﬁA A
NOBOLOZHANTHELLZ R (7272 L, YRR 2~ T HFRIERE TH- T,
AR L DR D),
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THY . BEEEXTHVIVXTT 5TYXTT)DERG. RO ER(CH->TIE. EELEMMEDLEIC
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BRISHELL HEERBHLS6MNALL, ERICHI>TEHMICEGT 5. RERHATHLD
ENZL BRRERK IFHMEKRTHY ., EELTETHM (RREORIFEB) #RH 5, mELEL, SH
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FRMERERBRRLEDREEBHEICKIFESE
Type A ERFEEAFIZREE@ORNA 1/3 RiEICEEFDLDRXITEFEEAFFREIDAIZFET D

Type B: BRI EAEREBDMNE 1/3 LLE 2/3 RGEDEHRIZHFET HLD
Type B-1:ZFEIEA SR E@DOANE] 1/3 LLE 172 RFBEOEHEHIZHFET HELD
Type B-2: IZFEIEAA SR E@mDONE] 1/2 LLE 2/3 RFBDEHHIZHFET HELD
Type C:ERFEBMNEAZEFREERDAMA 2/3 LLEIZRSED
Type C-1  ZEFRE DO NMAIENEEZRNIZHDHED
Type C-2 BB D MNMAIENEAZEZEZZHED

1) X ER/MRIOE A XIEWT NN THET 5.

E2) X RIS EER THET b,

7E3) MRIIE T1 & RE O KB EPRIFIEE THET .

F4) AEREROETEAZE
HEGLRRE TREBSABOEE 2SN BN BRELRELALONMIZRAERETET
%

Vi all Al ol

TypeA  TypeB-1 TypeB-2 TypeC-1 Type C-2

PR KRR B BRIRSLAE DR (Stage) 7%



Stage 1: X REBOBFEMEEMRITGUVA I MRL B UFI LR ISREEBG THENE

AR A H SR

Stage 2: X B THIREILENH DN, BIEEDIEE (collapse) K7L VFRFEA

Stage 3: BEDEENHHN. BERBRIIR-NTOSEHA (BRERVHEZOEELGE R A

HOTHELY,)
Stage 3A:[EEN3mm KiGDEHA
Stage 3B:[E;EN 3mm LLEDEHA
Stage 4: BAOAVEZBIEEMZEILAHIRT HHEHE

F:1 BEOEBEEAIEO2AM X RETHMT S (EEGTEEFEERENASNTETY
BIEGTEENASN THNIEAEGHIRERALTRHAZHET H28).
2 fE&ISAXBIETERE 90 & - #V8x 45 - MAMEFRGI CTEEMNSIRF T 5 (EEK) .

w®

A AR Z i\ § 2 & AR B S8 A I 72 B #E (JOA Hip score)
BAZEBEN N ESREEEERHEREEZRT, BAIZDOWWTIA L TRA[1ZXHRET S,

58 (40 =)
B i a x
REEAERICRE I A RERDI 2 <ELY, 40 40
FEREFCEFR. BHR) B HEINEANEL, 35 35
HITRHRA DG, =20, HITRGE, RIBESITER ., BEEZHIEAH S, 30 | 30
BREEEN, SITREREH L. EREIOKRERTHEY 5, 20 20
BRENEL2HL, SITHERIEHLIN. KEICKVYERT D, 10 10
BRI 5ERBEIERENDH D, 0 0
A &N (20 M)
B i a i
JErh (VE| (E
-FEAEHAEEZ 10 EZAEL I0EBICTT1E ELI120 BEUEEIE£TI12 5T ()m| ()R
%
(BHRBOHIGEEITIXINES|IE, AJETHET ).
SYER (IE| (E
-EAEAEL 10 EXAHEL OELTZ0R. 1TEUE 10 ERBEZ2R.I0EMLE | ()R | ()R
20 ERmZEA4R.20 ELLE 30 EREZE6/R.30 ELLEIF8RET D,
HITHEN (20 AiEA)
B i ' | &
RIEMST. ZRELN AR SRITEE, 20 | 20




RIEBES1T. REMNAIRESSDY . BEDOBITEZHFSIELH S, 18 | 18

AL T 30 90 XIE2km DHITHATRE, BITHHEM . BEEFICIKIFEAEZENE 15 | 15

LYo

WAL T10~15 22 X (& 500m DHITHATEE, BITHH S, TNLULDHZE1RBENARLE, | 10 | 10
BREH I TEEINBNERIRYE, 2K EZHELT D, 5 5
[FEAESITAREE,

HE4FEE (20 RiER)

B i 55 | B# | A
REHNT 4 2 0
IHAE(REEZET,) 4 0
(FE#B5EH0 30 79 KEEZE T LI B ITREHL T D, 5SSV TELLE

BIEEAFRAET D)

LeM#AA#H-3I5 EAY (XFNBELGISGEITREET D, ) 4 2 0
BEORYEY (FTYEETHHEEILRHELT S, ) 4 2 0
B, NRGEDEYREY 4 2 0

EE&/ 100 Sigs

90 muUE: &
80 S 90 FRE B

70 mEA L 80 MR ]
70 mERE AT

WA UE K OVERE B OIS 3 1T D B A

.ﬁ%v ICHWD BRI, AT REICE LT, A LICRBEOHEN WA IZIE, W
NOBOLOZHANTHELL 2R (722 L, YRR 2 R~ T HFRIERE TH - T,
FATHEZR B DITR D, ) o

. IREBREATE ISR B B IS OV CIE, YR EEEELO T IR ThIL TV DIk RE

ST, L6 2 H M T b EVIRES %E%##mﬁé LT,

LRk ERORBREN EROBREESFE T EU LIS LAWETH LM, MR ERE T 2
TERRERBDIZONTIL, ERERONGE T 5,



72 TEMRYE ADH b EBEE

73 TEMRME TSH 52 bFTHERE

74 TEMAM PRL 9 S TESE

5 99T %R

76 TEAMEITFFrOE D 9 TTERE
77 TEARMERERIVED S ITELE
78 TEAFIFEHEETIE

1. BE
TEAIDS WIS ADH, ACTH, TSH, GH, LH, FSH, PRL M BRI\ LIER D RILEL 7 i EEH
VNI MITHEIZEY  FELTRERILEVRZHAIWLBRIZ LD EHTEREET HIEETH S,
RRAE. TEARBARDOEETL, TERRLEL O MEH T SRR THOBEERVUAELERETIT
EREBOEFICHESIND, ERIEFHMANEROBRICEA>TSIELELY,
ETORERLEVDBHABEZTINTODELDEATEREEETE. EBHOKRILEULNTELDREE
[CEEINTVDLNEEA R TEABEETELESR, Tz E—DORILEVOHFNRET LD,
BMRBIELIEEND, — A, S TTETERERDRILEL DHEED,

2. &R

RGO R TEABEETETE., - TEAESOFENEE. FICES(TERESR. BE
IRSERE . EHIRRIES L) . RAEMRE (AFEMEBELLTHILOMF—C R (1G4 BERELGLE. B2
REMREMERBELTYVNNBRETEARARGE)  IME-FHICED2ELEDONREZ L, SRR H I3
STEAEE(CO—/N\ERE) OHEEFETLTNS, —A. BIRIESEIL GH 4> ACTH IZZL BTET
[FHEEBHORDOINSITIL(BRUSGEE) N, B TIIECRERFOBEENTEINA TS, I5ITH
PIT-1 TEAX G PIT-1 UANERE) GEBCRECTES RO TEREEEETEEZEILEH5,
FNICEGCFEREISERT2H50HY. POUIFI(PITI; TSH, GH, PRL #&&48). PROP1(TSH, GH,
PRL, LH, FSH #&Xi#8). TPIT(ACTH) . GH1, GHRHR(GH) = EAEIS N TULNVS,, HJL T (Kallmann) fiE
BEDREELFTHD ANOST(KALDIEEDEE(X LH, FSH RIBICKDEXR M HIREEEIETED R
HEi b, e, BEHME. CBETHDE. /MNEAARBEIZBVDTH TERBEE TEZEDHHIEN
HEIN TS,

Fo. DWTTEREICBIL T, IRIE. EEOREKRTHICES THRAMEERELEAZE T NS,

3. fEIR
RIBHBNTBEIEHERILEVDRBBIZLYSEHEREZET S,

4. BEE
BB oxtd Ba%E
FREE>TWSESHEODLRESRKENFEETIIEEIE. EELGZEHOLEIZ. RLDEEISHL.



FHOEMBE L. MEHRBELE OBEU L AREIERRT S,

RILVEURZIZxT BARE
TEABEETECHLTE. RZTHRILELOEFECEEICKCI-RILEVHREENTHAS,
TEARLEVEIRTFREVDLEEARLE DD, BOTRELTLENTH D, CDH, BE.
ZERILEVOHETIZHEHRMEHRILELER T T S, GH 1 FSH O K5I, B FHABRRILELF
A THRETEEELH D,

LTFIZ.RILED S EDFHRBEDBEETRT

@ADH 5 i A2 (PR AERERIE) : TRAEIL VDR EEHLVIEOENARRETOHIEEITI,

OACTH AL BEERAILFY Y 156~20mg/ BEHFTT b B BB IMELEDA R
Frld2~3fEICBET 5.

O@TSH 7B AL:ACTH Db A e LEHTSI5E(E. EFOOLFY U FTRBERIZFRRARILES S
BlDREERAT 5. BEVENSHIAL. 2~4ERCLIZHRLICEE ., REMPRRERILEAE
M FT4 BEFHHE LR, FT3 BEHFLLLELHBFELT D,

OGH AL /NEICHLTIERENS GH E5ZMBL. RESROEELLTBEIEET S, BAIC
MLTIE, Eff GH DB REETHAHIEE GHRP2 HEROA VR VR IERER T E DHAEHERT
RO L. LMD ENS GH DB EFTZEMBL. FEREMP IGF-T1 {EXBRELTHIFELZRTE
¥ %,

OLH.FSH 7 F £ BUHTEBUHKECHBEZEMELTTFUMET AR TAY TRFID TS
LEWR2~4BICTENZ. TETEEARDEEICLYTOS =7V (RIL LR L—LJE
FR)OIRNOTUE- T AN UEIGR (DI EER) #1715, — A BRMEF/EENET
5B TIE hCG-hMG(FSH) A% . FRAEZBHET AXMUTIIHINZEREE (F1EEART
(Fo/OITUEE, F2EE A & T hCG-hMG (FSH) &%+ LHRH IR I%53%) #1735,

@O F U ML FBREEIEITHhNAL,

S TTEIEICX T BIAE

IR L-ERREBDBERLLITLT, HAVWTAERRICHRIVLEVBRICKDERIZFLEEITIE.

LT DBEETY. RMEENT AL EICEEMBSHREENDELGRIENH D,

@ ADH 533 TTEESE (SIADH) : /K IR . ADH-V2 ZRKERZE (MLATEY) DEA,

@ TSH 7 TTHESE : VY MREF U7 AT EE (VLA FR) DERA,

OPRL 7 TTHESE : K/NSUAEENEE (AR LT YD TAEVVTFORIETILIIR) DER,

OACTH 7T : ATAAMRE B REETE AFIHRY A2AFAXZyE MJAREY) (SR,
INOLFAFR AR LTI (RIEERS) OFER,

@LH. FSH 7 TTHESE : LH-RH B BAD R, F-7o 07 U ERESLT FRhOE D 2 b fil 4
REETHHFEASNS,

OGH 7 TTHESE : VIR RAFUFER (A VLA FR SULAFR O LAFR) . GH ZEMAKER
E(RTEVYIVR) PR EBE(TAEIVTF  ANLI) Y (RIEERN) 1Z2ERT 5,



5. %%

GH LN DRIILEVHFEEGIBREXTOSR, FRBERILED) NETICITHOATO T &&F
BENBILT HIENEZHAEICKYBER SN TS, —H.GH BREBEERVHERILECHREENE
P RICRIFTHRICBELTIE. RE—FEDRBEIHEISNATLVENS, QOL RUESHHENKREDRIE
LM THY. BEFRTIE. BED QOL RUEHEDHEDNREZHFLT—HBOEHFICITHATLS,

SITTHEEIC DT, GH 2 FTEETIE GH, IGF-1 SEDEHENEG TR ELEEET S, T,
ACTH S TTHEAETIE, ILFYV —LBEICKYBREELCDNEESHELZEO-EHEDEMICLYAE
MPETRTHD.

O EHOHEICHELEIE

1.

BER(THNAFEEERIGELIRFIER
28,100 A

- RRDHAE

8

. HRBVSRERATIE

REESL

. REOEE

B

HY

 BEEDTE

MRIMERDEERE D FERALD,

O fA#EHT
TR T EAREREIREE (CB (T HBHEA MRS AERICBE T S8R
MEKKRE ALERFAEZEREZRMER HRE-AI2DBARE B8R 55 &



72 TE{AtE ADH 5B REAE
<TWREAE>
A INYTL DU iME T (AR MR BRAE)
Definite ZXfR &9 5,
1. FEIEH
(1) EEfR
Q]=F:=!
Q%
@% R

(2)BREMR

DOREFAEAIZELTIE 1 B 3,000 mL LA EX(E 40 mL/kg BLE ., /INRIZHEULTIE 2,000 mL/m? BLE,

QFRZZEE (L 300 mOsm/kg LT,

QERBEKARFARIZE TE/VTLI U BDIET: 5%=iERBEKAR (0.05 mL/kg/min T 120
SERERS)FIC, MFREE (MEFMNYLRE)SEBIZEVWTEBOETEROSCE D,

@K HIPRERER (ARKHIPR . 3% DIAER A X (E 6.5 BRI TR T) IZH UL THRZFEEE 300 mOsm/kg
EHRBZIELN,

ONYTLIVARRER /NI (ERLD VSRS BALE TiE# 30 52412 2 BEREIRR]IT
REIXFAL. FRiZBEEIL 300 mOsm/kg LLEIZERTHGE2),

(3) &l F2
ZRZEFET PIRERBEUNDEBELTRDIDZERNT B,
ODEMSHE: SERIEKEFRBRTOLRENAVILIVRED LRZRD . KEHRHABRTREEE
DEFZERDHD,
QBMREE: RIEE (N\VTLIY V2 ZREEGEFEEXEBTIT7RIY 2 BIEFEE) Sk
[(BERBVCERERE (BEN)YLME-SHILY D LIME)  EH (JFI7LHEFGE) ISERT 51
DR EEND, NIV ARRRTREDHDERZBEED LR EZRHELY,

2. BEEE
(D IFF M)V LREFEREZOERA. HAHL T EREZPPLEELSIEASLY,
(2)MRI T1 SRR EHRICE WV T T ERREEREDETERHHCE3),

3. ZEDAhTI)—
Definite 1: 1D (1) DETEH L. 1D (2) DOMLRDETEHL. 10D (3) DEAFEELRNILI-E
R
Definite 2: 1D (1) DETZ#EL, 1D (2) DD, @, @, ©®OETZHE-L, 10 (3) DEAREZRIIL
=S OR



[HE 5 )

IR R B ORI TSN FRORENEET 2ENDETHS.
I BRI R BR L CRENRE SRR TH - TERRICROELL0,
2. MESHEPIRERAE: B L CRENREEERTH - TEFRRICRHZLO,

3. HIRMPIRMEREE: RAELTERBABRMTER (BIEER BXERL. RERNICEKROK

BEENHDLD,

CENIMFFMN DV LRELMPFNYVTLUOVEEQEIIFERICE D TIEEA 0.1 REFE(IXMmMEFFR)

7 LREAY 149 mEa/L DR QHFEMIZ/ NNV TL O VIRED 1.0 pg/mlL Kk
(https://kannoukasuitai.jp/academic/cdi/index.html)

CGE 2) REABR (LK FIPREAERRIZ1T D,

CE J) S E TIEHPRMERIAE TS THET T 50N H 5.

B. \YTL S5 i@ EIfE (SIADH)
Definite ZXR&ET D,
1. FEIEH
(1) IR
Bk DR (OEEREDEIR R EYILT—ILDETHLE) ZRBHEEL,
(2)BREmMR
DIEF ) LEREIX 135 mEq/L 2 FES,
@I #E;23EE (X 280 mOsm/kg =T[5,

QEF MY LMlfE . EREEMECTMADLLT, M/ NNVTLOVRENIRISH TN,

@FRZEEL 100 mOsm/kg & EE B,
ORFFR)YLEEIX 20 mEg/L LLETHB,
OBHEEES,

DEIBTREMEEER,

2. 5EZLIE
(MEER. BEMET. BEESTLEEDOESMNVLNEDEREET SN H D,
(2)MEFL =B ML 5 ng/mL/h LT THAZEDZ LY,
(3) M;EFREATEIE 5 mg/dL LT THAZEMNZLY,
(4) KD EREFIRY DEBKNEITT DI ELGIRF )Y LAMIEIRET .

3. #AIZ2H
BF ) LMFEERT ROLDERNT B,
(1) AR st R E O BEIEF MY LISE (DAL, FFEEOEKITEE., *70—EEIREE
(2)F R LiREAERGHERNREDRA T HIES M) Y LIE: REERIE R EREEETE. &
KRB, PIRMEIEIETRRAEIRRE, TH. Bt FIRFIDER

BTk



(3) MRS R ED FIFIEEGES M) D LMEE : G F B K EHAEIE TE (TEARTEMARE TE)
(4)BFMENVI L UELRES

4. ZHOATI)—
Definite: 1M (1) Z5&=L. 1M (2) DET%HE=L. SOEMEELFRRNLI-ED,

<EEESE>
PEEULZERRET D,

INITLD U5 iMETE (AR B BRAE)
BRAE:  hEAE. ERELS
FEAE: RAIZHELTIE 1 B 3,000 mL ML EX(F 40 mL/kg BLE . /NRIZEULTIE 2,000 mL/m? LL_EDR
EZRHZHZED
BiE: BREFEELD

XKIFEF M) LREASEREEME LREBEZ TLERORANLGNGESITERESZTHY LHIET 5,

INYT L5y b B EIAE (SIADH)
BYE: MFFNIDLEE 130 mEq/L BLLE 135 mEq/L K
hEE: MFFNDLEE 125 mEq/L BLE 130 mEq/L ki
BiE: MEFEFMIDLRE 125 mEg/L Kifh



73 FEAIMETSHS W ITELE
<BMREZE>
Definite, Probable =X & &9 5,
1. FEIER
(1) EBEMR
O KRPHLERK (BF. 80K, FFEM. KERD)ZRHBHCE1),
QUFEAMRIRREXRZRDD
QT EAIRIEICL DI GERFE - REFEE)EEDS
(2)REMR
O BRARERARILEY (R T4) AEEICENDDHST . I TSH [FAVREBEXRVMNIEITHREE
DEEH-HANEEEELLELTEEE~ERES{EZ T (Syndrome of Inappropriate Secretion of TSH ;
SITSH) ,
QEZRZM T TERREZEDD
O L= T ERIRERB O R EBBFREICEY TSHRLZWLLIX TSH 2B H1EEDHS

2. 3EXRIF
(1)TRH SRER(CKY I TSH (FE~IEREEZRT (TEED TSH IFFHED 2 ZELUITELS)HINZLNGE
2),

Q) D TEAEFRILEL DD BEEEZHD ENENOBEIRIVEVICRDEREZRT CEADHS.

R)ESZEHICLDMDTEARRILEL DR IMETEIREZES SN H D,

(4)HTHHINEFE TSH ELEERZNH 5.

(B) RAMFTLE®D SITSH LT, RIEMRETILIIVES Y AOF DU ME., i T4 HuiAO0 T3 kL
HRRBRILELDEIE. MYV R G A GEDEBRMIKICESRKRTILEL L TSH DHIEALH
YIRS BETH D, T 7IAFOREIVREER T HEATRRRAIILELNSIETH TSH
AREENDEN DD,

3. ERIEZH
FRIERIVEDRE (FRIBRILVEVSBR L DBEFLEAEID,)

4. ZHOATI)—
Definite: 1M (1) D55 1 IEE L EZEI-L. 1D (2) DL TEHE-L. SOEAEEFRNLI-ED
Probable: 1D (1) D55 1 BEHUEZHL. 10 2)DDORV@EHE=L. SOERKEZKRSNLE-ED

(5EE1)qﬂﬁrﬂk(i:‘(iﬁ?&ﬁtd)b\%EP%E#‘%L%
CE 2) LHBITIERISZERRD



<EEESE>
BEEEZNRET D

BE: EELS
FE: MPFTIXIEFT4ALERL. A DRRIBHBEREZED S,

KIEExBEMBORELFE LRISBFEAZELFET D,

MOX KBRS AEIR
BIE. SAAR. FTEM. AERD



74 TEHM PRL 93 TTHEE
<EHREHE>
Definite ZX R &T 5,

1. FEIEH
(1) EIER
OxHE: ARAIE-EAE. FE. Zit2B055 1 IEEUE
QBEM HRIET. /U RTUR, ZHEIE. Eit 555 1 HELUL
QB L #£&E A, AN EHTES (FEMNHRKTI - FTERBEICKIER 0551 EEUL
(2)BRERR
mePRLOER (GE1)

2. R
EHIRAIZES PRL 7B E], [RFEMFIKIREAIE T R TAR - TEAZRE. KLl EXAE (PRL
RKEL) . v/0T030F U ME. @EBET L. MEEE, EfE PRL ELER

3. ZHOATI)—
Definite: 1M (1) DOABRD 55 1 HBELLEZEHL. 10 (2) &=L, 20&EAREZBRNLI-DLD

GE1) MAPRLIZEER . AL R, R OEE L E ITHEINS-O  EHERELT. WTFNEHESR
HELETHAIEZHERT S, 7/0TO59F /—RIZHEITAPRLOGBEAIEICEWLNTIVIHE
GBE|EDOPRLA, ANML-ADKEEREZIIT. RH T EPRUEMMECEAZE) ITFETHI L,

<EEESE>
BEEEZNRET D

BE: EELS
EfE: I PRL EEMNDEREEHY

MMPPRUEIFERERIEL., EREEEORLEEFHE LADIEEELFLET D,

XX EERITOMERDIbLVT b EHT=TIHE,

Oz BRAFIE-|AZE. FiE. ELA2BO>B1IEH UL

QBM MMIET. /VURTUR, ZHLIE. Tt 2D551EEUL

Q@B L#t&E A, RHRHEET FEMBRK T FTEABEICLSER) O561EEUL



75 v TR

<FBREE>

Definite ZXRET B,

1. FEIEH

(1) EfEME
OHFENERGE 1)
(7) % A ¥kEaIR
() SRR S RIS K 4R AR A ik &
(V) REDBEEREERERS (18 1om LLE)
(L) REDFESLRVE T M
(A) B EMEIC KD AET
(M INRIZE T BIEEEF - REE
QIR MIGENR

(7)&mE
(1)AREE
(V) EE (ZZFY)
(T)%E
(4) iz
() MtHERERSE
() BHHRIE
(V) BFRILE
(r) FERES

Q)BREMR
@ ACTH ETLFV—IL (RERRIE) AR E~EEETY CX2),
QRFPEHIILTFI — LD EIEERT X 3),

RO, Q%#-II5E . ACTH D BEM N WEIATHEMT. (B)DARVI—=UTREETI,
BR)RY)—=UTRE
D—BADETFH A2V HIFIEHER AT RKIZDE (05 mg) DT FH ARV U ERARLI=ZEH (8~10
BF) QIR LFY —JLESIIFISHGNCE 4) .

@mda/LFJ—)LBNEE  FZRER”FOMPIILFY —ILED 5 pg/dL LLEZRT GE5),

. Q&= HE . ACTH IKFH IV U T EBRBALVENSLNEE XD, RIZ, BFFtE ACTH fE
IxEFEDERE B ICHEEZHREET.

(4) HEEZHWRE



(DCRH 588 : £~ CRH(100 pg) 885 DI ACTH TEIEAEMED 1.5 LI EIZH#EMT 3G 6),
Q—BaRETHF YAV ANHRER : FIRFRICKEB mg) DT X H A U ERNARLI-E &R (8~10
B) DI LFY —)UEDFHEDFE S LU TISIHEN S GE 7).
QERIRE MRIREIZLSTEAREZDEEGE ).
@RI T AREIRR MY > 7)) 5 GE 9): I ACTH {EM 4R - R4ELE (C/P Eb) AY 2 LI_E (CRH il
Bk 3 LLE)CGE 10),

2. ZEOATI)—
Definite 1: (1) DO® 1 IHBLLEZ#EL. (1) DD 1 HBLULEZE-L, (2) D& TE#E:L. (3)D
2TE#HEEL. (DD, Q.BNETEH/I=TLD,
Definite 2: (1) DD 1 IHBLLEZ#E-L. (1) D@D 1 HB LU ELZ®E-L, (2) D& TE#E:L. (3)D
2TEi#HEEL. (DD, Q. DDETEH=TLD,
Possible: (1) DD, QM Hhis 1 IHEUEZEFE-L, 2)DETH#FE=L. (B)DETEH=TED,

CE DY ITV)ZANDYO U TRTIE. CNOEEATRZEZ RS TERBREBLLTRRINDIILNS
LYo

GE 2)$RMIFFEH(8~10 BF) 1T, 9 30 DR DLFFDRITITI, ACTH NIFISN TLVENLW I ENRIE 4
DG EIREEDERICE WV TEETHS, IILFY—ILEICEALTIE. £ 10%DAERES
EZEELTHET %, JLFY—ILEESI 0T (CBG) RIBUET)EMNERE T, mha)LFJ—
IO LLERMIEEICLRDDTEEEET 5,

GE J)RANELT 24 BFEIZERLIZRBATRIE T 5, MEEREEIZHSH., —HRIZ 70 pg/BLLETEIEL
EZbND, FEAEDIEE IV TRTIL 100 pg/ B EEED,

GE 4)—BpADETFH AR AIHFIEHER TIXRER 1~2 mg DT FH AR UNANLGN TN =HA, —ED
D9V TRBEICBEVWTILFY —IL O (BIEH) #RHEHEND RV —=U T BELEL
TOREZLIFHEMNT.05 mg DVENFAINTNS, IFILFY—IL 3 pg/dL L ETHT
GVZhNI9 DT fR%E .5 ug/dL LI ETOYS U T RERS, MHPIILFJ — LT IE S iz
BEIE.ACTH-OILFY —IL 2 DHEEETTE (XE WLV EHIBTTE S, IRALTLSEY). 45 CYP3A4
ZHFEITLHLDOE. THFH AR U ORBERET H-OREMELLY 0TI EHF) I7E
DU MTADARENIVAREEY - Iz MPEETREATVEVUEE) , KBRS MEER
HARZAUTIE N mg TERH AR VENRAVLN, AL F—I)LAYEATEIX 1.8 ug/dL &%
2TLVS,

Gk 5) A EET 5560 HY. TEEARYEHRBICHEL TCEEEHERT S, BERIILFY—ILOHE
EIEEATHAHD . AP TOZEMBTEEZNH—ShTHELT . REBEIFETELTLVEL,

(X 6)DDAVP (4 pg) §8iF & D Mnth ACTH EAAIMED 1.5 fELLEERT ZELI VIV TRDEHICER
THd. 1-7-L.DDAVP [FRERLLTRIZERN TH S,

CENZERLGBILFI—ILIMEDIHZE . KE (8 mg) THH A2V UHIEHER TIE, AL F7J—ILh

1/2 KiBIZHIFISNZMIEHED T EFEEET 5,
CE)MUMREEDRHIZIX. 3 TAZMD MRI TR 52 L% H#HEL, & MRIZEDEREREEAZ AL



%, IZLZDHE. FNTREHLHII/NSGEREGEEERE) MEHINSATREMZ SEEICES
WHELNHD,

CEI)TEMARMRIIZEVWTTEAEREROLGWEE T TITI,

(GX 10) M ACTH {ED H#X- R4 LL (C/P Lb) A% 2 K (CRH RI##£ (X 3 Kih) o EFT4E ACTH fE{R
BEOUEEMELNEL. BH . ABTIEERBIALY LTI T Thh TS, ZOHE. it
ACTH {E®D C/P LAY 3 LAE (CRH R IL 5 U E)BS0v o T mDaEEEA R, LTI
YT AETHLEREB-ILEWNESICIE. RBFIAELZ PRLIEICKSHIEEEZSELT
%,

<EEESE>
BEEEZNRET D

BaE: EELS
EfE: M ACTH EaLFYV —IL(BERAIE) DLWFNAODREET. M OEEREROD. QD FHhs 1 BB LL
EEFHETED

X EER
OFERER
(7) i A BREA SR
() HD P AR XK RBE BRI &
(V) REDRRIEFRERRERS (IR 1om LLE)
(L) REDFEFCLRVETRIM
() BRI EMEIC LD NET
(I MRIZHE T DB EHF o REIE
QR EMEIR
(7)&mE
(1) RARER
() EEfE (I2E V)
(D)%%
(1) FE
(H) i HEREE
(F)EH 'JI'E
D BRILE
(r) FEmEE

MXEREEEORLELZFHEZ LRDIERESEET D,



76 FTEAMTFRrOE D BTTERE
<BHrE#E>
PRt ERERERELTEARIT SRV ELEREZNRET S,

A. TR R E R R HAE
Definite ZXfR &9 5,
1. FEIEH
(1) EfEMZE
DB RO EEMR

NImRBECTHEE RBEE BREOHSHGREINE S,

D10J™KRETIRERLEEZHD,

NNFEERETHRE. VITORELELEDLYEHD,

Q& RO EEIR
1) 76 ARETIEREIED,
2)SmMAMETIRERE. NIT/NEFRREBEZDNZHEA. HOVERERENEID,
3)10m%64 A KRB THREHBD,

(2)BlEIR HBELTROMREHASCED),
DERREERZR: EREMMZEZRED20SDU L, RIFFEMAREEHIIZAEMBD1.5SDLU L,
QEHMRERR BEH —BEH22M6s AERHI-THE.
XITEEEHSHERB LT ELR BEHZ16EH-TIHE,
CEEM EREMZ15FHI-TIHE,

QREMR
TEAREITFFIOEY D MITESERTOARRILEL DB TTEDEENBALNIEBHON S CE
2),

2. #ERIEZHT CE3)
BIEM 7o rO7 VB E 5 KR (RABRDAXRMEITREBIAK (GE4) . BIBESLL) EXT
O4 RRILEL 2 b DHEIRIESRS . McCune—Albright fE{REE, TAMFO— X hCGEXEES.
HEXTOMRRILVED (EERMERATAARZEL) PR FIERILES (LHRH, hCG. hMG. rFSHZ
BU)ORMBES P LIS NR. AR CES 1. ERTAMRRILEVEHENZVERDXERH
EWMPNETERTET S,

3. 5EMR

PR R ERRELXET . BEDEEEETFNDEE (GPR54, KISS-1, MKRN3, DLK1) hA &S
nTua,



. EEOATI—

Definite 1: (1) DDOXIE@D5521EB LA EEH=L. (3)EimlL. 20D ERIZEBERNLIZBD,

Definite 2: (1) DDOXIE@QDS>H1ER U LZEHE-L. (2) DIEBLLFHE-L. (3)Z&#H=L. 20
REBERNALIZDD,

Probable: (1) IZHE WV TERMEELF 1R S <LI=EH T, Definite DEEEIZFZ LT EHED,

[fRE 5 4]
hRMEEEFRREREAZH SN, HOFZENEEDAREEZEGIHLETREL. FEKE. &
EFEEICERT S RRUEOKRESIEET D,

CEDRBRANHAICIE BT LICDEISLGMRERODHEERSELY,

CE)BERICHTEIREFHRDERMBEEELLTHET 5, 46 BEEOLEERICBEWVTIT TR
DHTRIIRTMFITFFFAEVEEBEEZSEITT B,

CEBAMREISTR Y SR EBORENREFFELLGVA BERICFEELELSSICETPRHER
HEREZSELOTVDTIEET S,

CE4) AEXRMBBEREBMERORAESL T, FICL>TIPRERFRREREZI TISHFELTL
BEELHD.

GES) R RMEVCEERFDILMAICLERATOMRRILEVEFDLDOAH LD TIET %,

(AIZR1)
"
HIRE# BEH
105 K i 10 Ll E Tanner 2-3 Tanner 4-5
LHEHEE(mIU/mL) 0.02-0.15 0.04-0.25 0.44-1.63 1.61-3.53
LHTE{E(mIU/mL) 1.70-3.77 2.03-11.8 10.9-20.6 21.7-39.5
FSHEHEB(mIU/mL) 0.38-1.11 0.95-3.57 1.73-4.27 4.21-8.22
FSHIEfE(mIU/mL) 4.38-9.48 5.69-16.6 468-10.8 11.2-17.3
EHELH/FSH 0.03-0.24 0.03-0.08 0.16-0.63 0.24-0.70
TEfELH/FSH 0.28-0.55 0.26-0.99 1.4-34 1.3-33
ZR
HIREH BEH
105% K i 107k LA E Tanner 2-3
LHEHEE(mIU/mL) 0.01-0.09 0.02-0.11 0.05-2.44
LHTEfE(mIU/mL) 1.93-4.73 2.14-7.82 5.70-18.5
FSHEHEE(mIU/mL) 0.54-2.47 1.16-3.65 1.49-5.95
FSHIEfE(mIU/mL) 10.7-38.1 13.2-21.1 6.98-14.3
EHELH/FSH 0.01-0.08 0.02-0.03 0.03-0.42
TEfELH/FSH 0.09-0.25 0.15-0.41 0.74-1.4




B. TEHAIFFrOEVELES

Definite ZXfR T 5,

1. FEIEH

(1) EfEME
QMR MHERIVED D TTEER, BEHREREDSS 1 HEUL
QR A B ZHLEE. FREX., HIREEEEDS>5 1 HHLULE
QFRHARTO R AL : BRERE . FIT. 250 I E BRI %3 FARERICTERITIE ML
LAWY D5>5 1 IEEUE

(2)BREmMR
DEGZH THRE TR OCTERICEEEREEZRD S,
@I+ RrAEY (LH X% FSH) 7 B8 32H5CE1),

(3) TR
BEMREICSVT. REMARBIEEMNICTFFrOEVBHRIRERDH S (CE2),

(4)BEmR
TEAIFFrOEVEARESTE. A FSH IEIEE. I LH (XEE~EBEZRTENSLY,

(5) #ERIZER

TREDKREZERNT D,
RFEMEMERREEEE T ICEORGHETFRraE Y 2B E|
S BRI REREF
BEH 2 & H IR R RBUE IR AE

2. ZHOATI)—
Definite: (1) DWZVFhhEiiEmi-L. (2)DETEHE=L. (3)ZFiE=L. (5) DEFEEZRNILI=ED,
Probable: (1) DWW\ uhZFidGl=L. (2) DETEiE=L. (5) DEFEREZRNALIE-ED,

GENZREEBEORESHHFE LAII58%F5HEEET 5,
GE2)8ERFSF-1.FSHBLIZLHD B Y Ta1=wh RlFda HJT1=vrBHmmRtSELT S,

<EEESE>

EEENRET B,

8. BIELSH

i UTONThhERT
R T 8B (EAMIE 2 I B X (£5B5818) 1255 GnRH 4
TFRAOE LB FEAIRE



771 TEAEERRIVED D BITEE
<FBREE>
DefiniteZ X R ET B,
1. FEIEH
() EEECED)
DFEDREDEK
Q5imE KEHKEEIR (BSEOMEE. &-OFOREX. THOEHGEE)
QEXE

(2)BREmMR
O ERILEY (GH) 7B DBE,
M GH {EATFOHE 75 ¢ O/ G TEEEFETIHIN G GE2),
@I IGF-1(YIbADY C)DEEGES),
QMRI X [& CT TTEAIREDARZEDH LD (X4),

2. ZHOATI)—
Definite: 1M (1) D1IEBE LU EZFE-L. 1D (2)DETE@w=9+D

<BEBE>
BIFEIR R OIRERTR
(MFEFEZ
(2)8E%R
RFEH-REES
(4) AREE
(5) BERR FF S AT UR E 1R 3%
(6) M HERER R
(7)smE
() FERE
(9) EREBAENIE . FAREMEIRRE
(10)EEEBRUFEDHESM X RDEE (G£5)

GE1) BFRA B OIE B EF TILAEIRAFEE THRLNGENH S,

CE2)EEFETMA GH JE(E 0.4 ng/mL(ERTED GH AIEFYMIaVEF Uk GH [CERLU-BEZZAL
TLV%, FYNIELY GH ENELGL-O . HREHZHEOXFYMEOMHMENXTHIEL: GH ETHEYT
B)RETHAD, KRR, FHRE. BRE, PIRREEETTEE. BB MRE. BXEKE, BEH-FF
#HiTldieg GH ENEEFFETIFISN LGN EDAH D, £z RETIEMA GH {EAY TRH 45 LHRH #
BTEMGESLER)THIE0. TORIVTFULREDR/NSUEEIFE TS GH EAEMLELNIE
"Hd,



CEREBDFEH-MRHEEMBEEZSRL+20 SD UEZEELT 5 (MR) . REES. FERE. BRE. B
BRISEEIE TE. IV FO— LA RDMERFRGENEH T HEMA IGF-1 ANFEZRSENEAH D,

CE4) AL ETEARREMREZROLNEEDL, T<HITGHRH EL S ORI GH EXBEDE AL H
Do

CED)EEERHM X MTHLOEDIBAR VMR, BISEOIEX., SMEERREDRE, THRADFHAKRETE
DEBLGE | FXBETFEREBDEFvAVREKRER., B X R TREAKABBAMEE heel pad DI
R@22mm LLE)ZERH B,

(Bt =)
FEE - R IGF-1 (ng/mL) E#{E (Isojima T et al., 2012 Endocr J 59: 771 LY 3| A)
Bt =
ﬂi (£F) -2SD EP;HI_E +2SD -2SD EF‘H&{I_E +2SD
0 1 67 149 15 69 154
1 14 69 148 23 85 186
2 18 74 154 32 99 213
3 24 82 164 40 108 227
4 32 93 176 48 116 238
5 44 108 193 56 126 252
6 55 124 215 69 147 287
7 63 142 247 89 183 357
8 72 165 292 111 224 438
9 84 195 350 133 264 517
10 99 233 423 155 302 588
11 113 272 499 175 333 638
12 125 301 557 188 348 654
13 133 315 579 193 349 643
14 138 315 570 193 344 625
15 141 310 552 192 341 614
16 142 307 543 192 340 611
17 142 306 540 191 335 599
18 142 301 526 188 326 574
19 143 292 501 182 311 539
20 142 280 470 175 293 499
21 139 265 436 168 275 459
22 135 251 405 161 259 425
23 131 237 379 155 247 397
24 128 226 356 151 237 375
25 125 216 337 147 228 358
26 119 212 329 146 223 336
27 116 208 322 141 217 328
28 114 203 315 137 212 320
29 111 199 309 133 206 312
30 109 195 303 129 201 304




31
32
33
34
35
36
37
38
39
40
41

42
43
44
45
46
47
48
49
50
51

52
53
54
55
56
57
58
59
60
61

62
63
64
65
66
67
68
69
70
71

72
73
74
75
76
77

107
105
103
102
100
99
97
96
95
94
94
93
92
92
91
90
90
89
88
87
87
86
85
84
84
83
82
81
80
79
77
76
75
73
72
70
68
66
65
63
61
58
56
54
52
50
48

191
187
184
181
178
175
173
171
168
166
165
163
161
160
159
157
156
154
153
152
151
149
148
147
146
145
144
143
142
141
140
138
137
135
134
132
130
128
126
124
122
119
117
114
112
109
106

297
292
287
283
279
275
272
269
266
263
261
259
257
255
253
250
250
248
246
245
243
242
240
239
238
237
236
235
233
232
230
228
226
224
221
219
216
213
209
206
202
198
194
190
185
181
177

126
122
119
115
112
109
106
103
100
98
95
93
90
88
87
85
83
82
81
80
79
78
77
76
75
74
73
72
I
70
69
68
66
65
64
62
61
60
59
57
56
95
54
53
52
50
49

196
192
187
183
178
174
170
166
163
159
156
153
150
147
145
142
140
138
137
135
134
133
131
130
129
128
126
125
123
121

120
118
116
114
112
110
109
107
105
103
101

100
98

96

95

93

92

297
290
283
2717
27
265
260
254
250
245
240
236
233
229
226
224
221
219
218
216
215
213
212
211
210
208
207
205
203
201
198
196
194
191
188
186
183
180
177
175
172
170
167
165
163
160
158




<EEESE>
BEEEZNRET D

BRE: EREMS
BiE: UTOWThhEE=T
1. M IGF-1EE SD Xa7 +20L L
2. BRERMESMETRTEEHIVIIEHELZ2IBEA L LRSS

X ERREEENMEE RN ERRUVESHHE
(M FEFEZ
(2)8E%R
RFEH-REES
(4) AREE
(5) REERR B S AT UR AE IR 3%
(6) MHERER R
(7)smE
(8) RERE
(9) R A ETAE
(10) FREEIRS
(MNESERUVFEOHEM X ROEE



78 TEARATEMEEE T
<EEEE>
LLTD AMS EIZTRIERILEDDDMETEDWNT MDD ELESHT-3 [Definite IZ X R ET S,

A. dFRrOEY 5 METIE
1. FEIEH
(1) E5EME
OZXRMEHBORIM(BF 15 MULE. TF 14 BUL) FEZREHOETEL
QARERE(EARL. BHNAHE. RIIHRAR)
QMEMIET. #hilEE . Fit
QREE-BREDORE. ERERE. LEEE

(2)BREFRR
@I+ RrAEY (LH, FSH) [ZEETIEALY,
@I FRrOEY 2 RIEIRE (LHRH, 7037y RIETX MO VAR LTI FRraEY
(FERBEODUERGGE),
@M, RFMRTOARRILEY (TRARES U XETRARRTOY) DIE(E,

2. 5EmMR
INEE, EEBREE RETH. EEEARE . FBE (Kallmann EIZE) . EBEENBEHEEREDOEH4L
LERERE. AEEXII DGO XEHMOBRENHLHZENH S, F1=. Kallmann fEIEEETIEL MRI (2
TREBEEXFEREERDDIZENZ L, TFFFOEVARISHLTHERILES S ENRIEE
ROBEIENZND, ERETERENMETITEHIE0H5,

3. BRSVETE
JFFrAEY R MEETSELRRFRE©. S ERR- R OHEZRG

4. ZEROHTI)—
Definite :
1. 10D 1IEBUEZEEL, 1D (2)DETEE-L. SOBRNREZ®H-TELD,
2. Kallmann JEIRB¥DEEZH-TLDCE2),

GENREKTEHEEITFFFAE S METEDE S (L. LHRH OEHGIEERICEERIGETT CENH 5.
(G 2)Kallmann SE{ZEE CIXIdFRFrOEV METEIZNZ T, 2. SZMRODBAEKR . RUBRREGEFD
EEZBDHEENHD,



B. BIB KR BRI AILEY (ACTH) 7 MK T iE

1. FEIEH

(1) EfEMZE
DOZIEF7 . Bt &
QEMAF IR, KAERD
QHLIER (Bl M, {EFB. T, IERH)
@mEET
O HIEE (BK N, BE, TR, HiEEl)
©FE
@B i #EE IR
GE:0EH

(2)BREFRR

OmsILFIV—ILOEEEBE~EECE )

QR ERIILTF —ILHHEDET

@M ACTH IFHETIFELCE 2),

@ACTH 7 b RIERBRICRH FHER (100 pg #85E) CF 3) . ARV ABRMAERER CE 4 ]ITRL T, M
ACTH RUDILFV—ILIFEBEREGEVDLERIEZEZRT GE5),

®dE ACTH FRE& (O—kBT 2" 250 mg #85F) IS LTI FY —IILIFERIGERT ZEMNSZLY,
f=1=L. ACTH-Z RER (3—hrOT > 77 500 mg, 3 BREIFE) (SR L TITEMRENH D,

2. BORE
ACTH D E B FEIHAERIZ LR MAFITT LI Fa/R GESTE  WIRE. S EE. RAZE, &

BREE. BETREARELE) ITOVWTR+ 2 RELHERT 5.

3. ZoAHT3)—
Definite: 1M (1) D1EB L EZFE-L. 10 (2) DON@DETHiE-L. 20BN REFE-T 1
D GEG6),

GE DML FI—IVEIZELTIE. £ 10%DBIEREZZEELTHET 5,

GE 2)Mnrh ACTH [X 10 pg/mL LLTDIRIEDIZENZ LAY, —EDAEFI TIX M F ACTH (FEEL
WEESEEZTT . EWELEDZLLY ACTH AR MEh TS ATEEMM H S, CRH BTTHT
BOMAILFY—IILOEMED, REEEIBHEERTELZRATENE EYWEEDOZL
LY ACTH B SN TLSATBEME DB AIICS B (245,

CEMALFY—ILRIED 18 pg/dL KiFiT. RIETRZEED, CRH RBAREE(CL->T, e
ACTH DIEME &5 b FIEEKER T M ACTH DIERIGHAROHOLNDZENH S,

GE4)RBIELT, mMHE(E 45 meg/dL uTt&of—iaA’&ﬁxMu;%i&Té AR RBRZHETTED T
O AVR) RS EFEEICEOTIE, &EE (0.1 U/kg §8:E) Mi5H 4 (005 Uskg B8:F) 129



%, EMBERAC RICK->TIBRE ., fE5E. S avVEREZH SR MR BRETEICHREZEA H D
DT EERERT D, MPILFY—ILRIGH 18 ug/dL RiE T, RIERBEE,

GE 5) MR T EPME ACTH S iMETEENIZ S 1L, CRH M 1 [E#%5 T ACTH [XEE ~BRKRIGETR
FTIEDNHSD., ALTFY—ILIFERIEERT . £1= CRH EfEi% 5 TIE ACTH La)LFV—IL
FEERSEEES S,

GE6)1D(2) DOZEH-THBAIELVEETHS,

(F)ACTH 3 METENFREREL T, FTEARLEEDREMRBORELKREICNA ., EET
FREFIVIRAMAFRIZES ACTH METEMNBEML TS, BEFIVIRAUE
FEREGEADKERIE ACTH MMETEICHSRIBF 2T HATENDETH S,

C. FRISRIEAILEY (TSH) 2B T iE
1. FEIEH
(D EEECE)
Ot EHEDIET
QT EH
QR S8z IE
DRAR
QIES
CORBRES

(2)BEmMR
@i A FARAR ALY (BRI ZERE T4) DIRECGE 2),
@i TSH [FEE~EEFECEI),
QEGEETHMKNTERICHEMEEZRDD, HAWIE BENFEHERBED GG BAERE. AR
BE.XIIEEHEEOBREEEET 5.
@TRH 5% (200~500 pg) [IZxt9 S MM TSHCGE 4)
1) BRI XIFE R
2) BREXITEERG
9 CED),

2. BROVRE
TSH 7 i EE T S HEFIRE5ERR<
JEERIKAR IR BB (nonthyroidal illness. low T3 SE{EE) &5 35 G 2),

3. ZHOHTI)—
Definite 1: 10 (1) D1EBLLEZFEL, 10 (2) DD, @. @FifHl-L. 20BRNAEE =T LD,
Definite 2: 10D (1) DTRBEUEZHEL, 10 (2) DD, Q%=L 10 (2) D@D 1), 2)DLVT b
=L, 20BRNREEH-T LD,



Probable: 1M (2) DORVQZEHI=FTHD,

CEDIFEEAETERZRDIENEFBZL,

GE 2) M AiEEdE T3 AMEAE, HHE T4 A IEE DIHEIZIX. nonthyroidal iliness (low T3 fEEE) A EEH
NBHH, SHICEERITITERE T4, TSH BIEBE LGS

CE )N TEAESR LS IR FKIREEEIE TETIL, A TSH FEEERNERT ENS
W DEBFITIIRESEEZRT CELH D EVFHEDZ L TSH B MEN TS ATEEED
$H%. TRH BHEREZDMA T3 IEMNEK (120 H1%) . RFEFKIEREREIETEZRIS TETL
nE EYFEREEEDOZ L TSH A BISN TOS A RER DB RIICS E L5,

CEHREAREVGETERZEFOBIRENH L LEHAT ILELH D,

CEB) MR TEMEDNZE(E. TRH D 1 AX (T EH RS TEERIEERT e HD, F£f-. TRH Z
BAREEIZE-T, 04 TSH DIEEE TRH R TOEREHNZEOHNEZELAH D,

D. ERILEY (GH) b A2 E
D-1. /MR (GH b A &R B RIE)
1. ¥EIEH
(1) EfEME

DO EEENHDIL,
BEIX BERODYHWEENTVT, BFRIFFEESFSRCE 1)D-20SD UT. HAHLNIHERMN
HEGHTH>TH. RREEN 2 FLLEICH=>TZHEBEGE 2) D-1.5SD LT THEIE. B
L. EEERNREMESE CGE ) PO TERRILEL S BAEAHIIGEIE. REEEDHREMY
FMl& 2 EXRFETHENCES),

QMR T. BEREROHLEWMEETHOTH. RFILEV D BT LN RREE Z SN SAERME
BIHEAHLEE .
EENHREMERCGE D PO TERRILELSBLELHIEE,

(2)BREmMR

BERRILEY (GH) 73 i RIEERER GE 5) ELT. AR VAT, 7ILF =&, L-DOPA &%1. ¥

A=V AR, VI ATUARXIE GHRP-2 BFHEREZTL. TROEMNESNEIECE 6. F

1) AVR) AR TILF=V AR L-DOPA Af. VO=JU AR, XIET AT ARHERIC

BVWT.REIELTERRIRUVERE 120 26 (F VATV AR TIE 180 M) I2Hh1zY. 30 &

[TRIELF-M:E (MEE) & GH REDTAED 6 ng/mL LI THAHZE, GHRP-2 AFER T, B

AR UBARE 60 2hizl, 15 2T EITRIELI-ME (M%) GH TE{EAY 16 ng/mL AT THAHZ

&

2. 8EmMR
1. HoVGEEEREELH D,
2. 24 BB DV IIREARE 3~4 BffTh1=2T 20 HEITAIELIIME (M3F) GH EE D Ty
EAEREICHE~NEETHS.



3. M;F (M%) IGF-1 {EAEEEIZLNIEETH D,
4. BEECGE 8D BELD 80%LUTTHD,

3. BRIVRTE
GH b ZFE TS 2EHIBREER{

4. ZWOATI—
Definite:

1L 101 OOFEHEEL. 10 (2)D 2 FBHELU LD WRIBERICEWVWTREMEZHEZL. S3OK
NEEZTH=TED,

2. 10 (1) DOQ%#E=L. 1M (2)D 1 BEDO S BRIFEARICEVWTREMREZEL. SOKRNHR
EZximf-3tm,

3. 1D (1) DOKRUVRZE L. 1D (2) D 1 BED 7 MRIHHARI BV TREMRRZHEL. 30D
BROVREZ M= HD,

Possible:
.10 1) DDORIEQ%iE-L. 20SEFRRED 4IEE NS5 3EEULEFHET-L. SOBRNRES
=g a0,

2. 10 () OOZiE=L, (2)D 1 BEO S BRIBHRICEVWTREMRZEL. 205ZMED
2b 2 EHBZEL. SORNREZE-TELD,
3. 1D () DORUVQZ L. 20SEFHRRADIH 2 HB U LEZHE-L. SOBRNREZEH-T LD,

[fRE 5 4]
BRERLVEVDBAERESRER. DRFEDEEICIYRDEIICHET D,

EIE: FREMRA (1) DOFEFEIZL. H D (2) D2FE L LD iRl ERIZH (115 GH TEENL T
3 ng/mL LR (GHRP-2 & fEAER TI& 10 ng/mL LLTF) DD,
XI&, EEEN (1) DOXIE. (1) DOERZE =L, HD(2) D1FEFED 7 b R EERI
H11% GH TE{EAY 3 ng/mL LLT (GHRP-2 B 7EEE TIX 10 ng/mL L TF) DD,

hEE:  [EERERLEVDBFILHESREIZREERILEV D BFLHESREDSS.
2£7TO GHTAEAD 6 ng/mL LLT (GHRP-2 A fERERTIL 16 ng/mL L F)DED,

BECEY : ERFRILEVDBAEHEERED>L. [BEMRFRILVEVDBAEEHESRE LM
FERERILEVDBFALEESREEIZRUMV=20D,

IEEE
CEDEEMERICEIBERNNEDOHR - FIAI S REFEREEANSIE,
GE2) TR ERHZE DB ANNE DR - FIRIRER RELAZEREERAVDE 2L,
BREIRULE XRIRULTEBFHZEFHICESHZITHFRIT H2&,
CE3)EEEADRITERE. BENDHRENEE . HOVLFESGREDVEREFRR (TEFEMK.



HMODNRZGWDTERMA. ﬁ%fﬁﬁ)?ﬁ\ RO ENLIZEYBRERTE — T EAEEERESH
A LT-L¥IdR (28 Sn =15

(G¥4)6 hhH~1 EF%@EXEEF#EE@(E 2)D—1.5SD LI FTRBLTWSIEEZBRET S,

CES) EEETHAMEBERICETRT ZENHID T, EEZD-HOICITEE 2 FELL LD D BRIEE
BRELELTSH AL ZYETHEOEFRIEELMERIEDT-H. BERICHRERILEV AR
ALELHENDIZEFTIE. CORYTEHL,

(GEB) RDEIWREIZENTIE RERFIVEVDUNMERGERT CEAHLD T, FTEDORG
EH oL THET %

<> PRIRHEEEE TE  PRIFRIVEVIZE DB M REERICRET 5,

< thiR1EFRARSE : DDAVP [CkZBEBTICKRET S,

> BERIVEVDBIZEEZEZEY GIBRERILVEVGE) 54 Al RY %
FEEPIUELTERET S,

< EBERBAIERE (BEENEREGE) BRRERELEORARERICEET 5.

< BEAEZOUN—IILERICERET S,
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Definite & T Probable Zx1%& &9 3,

EEEAENE(SH EGRAHLVITIMFE
BIGFEE 5931 [RELEIEF SIL1(Gene ID:64374)

A. BRERFEIR

(FZ£1EH]

. ELYREAFAE

2. BNRE  FECEARTICFIE . MRt SORESTHE
3. MpESE

4. INISE AR

5 EEREER. HAOET
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(##BnEHE])
1. BFK
2. BREE (BHER. ARRTR. BAELL)
3. M. REEFES
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C. AR I RALVERYEROFA

D. Bz FHE
SILT IZHREEEMXIIEE~NTOEAMERZE T5, HNMETIE ¢.936dupG (p.L313fsc3)DHEE
NELY,
E. #RIZH

e Congenital cataracts, facial dysmorphism, and neuropathy (CCFDN; OMIM 604168)

o GBAZ-related Marinesco—Sjogren—like syndrome

e Cerebellar ataxia, impaired intellectual development, and disequilibrium syndrome 1 (OMIM 192977)
e [TMZ2B-reltad cerebral amyloid angiopathy 2 (OMIM 117300)

e Congenital muscular dystrophy with cataracts and mild cognitive impairment (OMIM 617404)

e Mitochondrial disease
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Probable 1:A(FEIHBM>52Z2 8L 3EB LIE) N DOBZEMET=T
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. BRI ENHIMR . PREQREEAE . SHAL AR E (B, B, BMEE. BRAL) A MELLS, BRELHK
BEERNRESN TS,

4. BEE

FLIRAAICIE, g0t R, AR R, IVVIICLHREBNMARERS . HREET. ELEDFICHE
BaEe (BREBB S, PERERYERT, K 50%ICEENL=TERH. FiizLEET D,

MBETFEHT 21 A, FED 21.6 MALENERH D, SVAS: KEIARF L ERIRZRAE (64 %) . PPS:
KA ENAREEZE (24%) . VSD: D EHRERIE (12%) HEDINEEERD . 18N TERIALETH D,
SVAS (ZHITIETH B D, PPS [FHET B ENSLN,

1Q [XF1g 56 THD, HEMBIES ., BENDE/ I—232D5, TERMESE 84% TRDH S,
MBESEVELT HEFIHNEF, HFURRORREREEERVE~NDBHELGELBILID, FIE
BRE. ITAEERAEENHALND, BIR. BHIZWV ERELLETOEHRETROONDS, BEAE
HIRAEITL. DEESIT. EHAIELALND,

BABAICIE, ERMEVERICNATME (22 ELED 60%) BV RBHOND, HMEFEEREICLEER
DLETHD, 1M EW. BA. #EREELE OEIEFMERCERNALON ., RIEBREELBRYIRT, &
T BEET AT ENHIRR (90%) . EHATE. AIEMNRHOEND,



5.

EFMEBELTERIY D Z22LHRAEIIVAIDREICITIENDETH D, -, REFPDRA
D|MELHY . DBHT—TILREOCHBFRIRLTEL. TR ZET S5 AARANICER . HREDHER
ZRFATL, SEREFOYR-IET5. THRORICEREBRREDTEEENEIZH D,

Fi&

REIRS LIREE - KB B GE | SESELEMLOMERFZET 5720, DIMEELFMEIS
X AEHRNLETAN—T VT NRLETHD, EEDKBIRF LREICIFFHAZERESN D, DFEEIC
FHRATLDIYRINHHT-0 . FITHRHRDRBEDHRAAHDHERZTTET 5. REEFFISEES
CELHD, Ffz RKERFABAEAREHY 20052 E (. EIEFRBA 15%BEDEEHICEESD.

50%FBENEBICEMENRIET 5. TDVRIEMERELLIZ LR T 5. EMEMSMECKY F
FEL TL\ B EEIZIE, BRI M ZE1T O,

O BE#HIFEICHELEHE

1.

BEN (DR EEERZREIRFER
100 AR
RIRDHE
T~H
MRMGERERAE
REEL (RERERREITGN, BRDEHEICHT HERZE, )
RHDOEE
DHE (REREERGEXILBET S.)
HY (ZREAROZHEESHY, )
BEREESEE
1. /NEBI(18 FRKifh)
INREMHRBOIKEDREICET S,
2. fABI
ERXEDEENDY . VAR -FMICE>TENYHA DETUIEULEIZEZYT 54

O fAEHT
FEEAMBBERRICLSREREDREBLIESRERFREMN PS MAEICKHRERENT - AERERRE]
HMRARE RRXFERKFREEMFEHRR £HIER LEEE

DhRIgHEREREDER- 1 -F7 - FHRIRM IR T S5 3% )
MRRARE EBIRFERMRtUS— Kk BHE

ME AR LI ML =S RIE AR B FE I D B2 AE £ CRE 9 5 F IR0 - IR RI4R 5T )
HMRARE BEREZZXRFEFMERECF LU F— HiIR DNEERRER



<BHrE#E>
A. FEIR

FLYRHANCDOEREET B R, BAHFREEER. KIEHREETR  elfin face (KLVREIE E. BRFE/. A
RAER. BNIES-U R, 2RI (stellate iris) . # 8, LAEEFA. ROAS, TOBNEATA
SZEVOE. L -O4E) HErh R ER (KBIARAF L AR . REMEMBIAREELL) . A SR
BEE-HREGES. ST, MEERELGL,

B. BZFHBRE
2EFBRETEIN BIEFEES0TO—T T FISH JRIZ&LY 7911.23 MR KEZEDH D,

<gHOhTIY—>
Definite : ADEIRFEEERH T, BEHE-T1D,

<EEESFE>
1. A
TRICKRETHIEERARET D,
ERMEDRENDHY . BYAE - FMICK>TENYHA DETI ELLIZRYETS15E,

NYHA 7348

1E NVREBIHOIDFRFRICHIRIEEL,

HEMNGHARFH TR . BiF. FREZH. XMHHIE

b () E4E LAY,

IE BENMPFEOSEZHOGHRMNH L REFF LB FIERICITREER.
BEFEDIL. LLERMENITEBIZ L, BER LR, REHITHRE) TET . B
. PR, KHHOERLE B EET S,

mE SEQHEEHOHFRNH D REFFFICITEIER,

BEFEDIS, BHFEBIZE, FBT0E) TR . BE. FRER. KHH
BWNIIRILE (R £ T 5,

v E MEED=HVAELERESLFHIRSN D,

DAREERORDRE (BF) NR#HFICLEET S
HIDEEEREHTINLNEET D,

NYHA: New York Heart Association



NYHA 2 5EIZDWVTIX, LT DIIZEESE(CHIT 5289 5,

NYHA 5348 BREEEES EABRERE
(Specific Activity Scale; SAS) (peakV0,)
I 6METs LI E HEED 80% LU L
I 3.5~59METs HAEBED 60~80%
11 2~3.4METs HAEED 40~60%
v 1~19METs AT AT REDH BT
HAEMBED 40%K

HMNYHA 7 FEICEEZ 1 Tx B 95 SAS [XAELVAY,
[ERNEHIT2METs, BE S 1T 3.5METs, SUAKIE - ALY FRIRAMETs, 1435 ~6METs, BEEE6~7METs]
FBBLTOBERELTHEL=,

2. INRBI(18 mRii)
INRIEHERBEDREDIEEIZET B,
CRAEPTHIGERIIFE 2R EEFE-TI5E

FoH#E

FE2HE | RODILQFTOVNTNANROHENTINDIE, Dl ML fE (IHEH M E
40mmHg LA L) . @t ENAR 3L ZR4E (B E—FhEIAREEZE 20mmHg LI E) . @2F LU
LOEERER. @2ELLLOF AFER. OEEKZE 20mmHg LL_E O XEIARSE
. ©LEMELNGE, EEMEER. DESEH. DEEMSXIESEEFETA
v, DEZEERHE 06 LIT. @D IR 60% L £, QFEZE 20mmHg I ED K
BIREIE %R

GIR:-BEEFEHEEa~EENEL+HS)

Jiﬁﬁﬁ&@iff PHEOBISIZ R % B HE
1.

AW W D EERER, AT A ICE L€, R IR OREN 2 WA, W
MODH#ﬂ;ﬁ@%)@%FHb\T%%L}:z@b\ (=72 L. %’uaﬁﬁiﬁ@fé@%ﬁﬁ“ﬁﬁﬂ?ﬁ%#?%of\ fite
BARER B DR S,),

W

- RRBRARTE ISR 2 BAEE RIS OV TR, U EZEREEO T THREMTONA T HRETH

2T, [HIT6 2 H A The b BV IRTE %[:Efﬁﬁ VHIET 5 Z & &5,

LB, ERORBREN ERROEEEGEE T EU EICEYE LW ETH DD, B ER 2k

D2 EMPER S DIZHONTIL, EEEROG LT 5,



186 ARLIK-MLYUGEIREE

1. @E
AORLUR-FLYAEEREIL, NMAGEE . B B8N, ZHEEEREE. BREES. EEHANRN
BEEEFHETIELRBRBEDECRE THS. BRERELTI/NTU/ERE., /\L—-DOzOJLNER
BAHAIN. ALEGEFEICEEREZRADACENSHEBATIILZERIZEHTRYIERS,

2. BH
DNA D#EH - {EEIZE 5T HAUA—ES /39 RECQLA F-IL BT FNDHEHIZE 59 5 ANAPCT 2>
INIBEDEEIZEY ., RIET D, BEREEFIZASHNICESTLNSA, TOHEEIZDWNTIL, REALZEA
BIhTL3,

3. fEK
HEMLERERNILRHISEDOND, FEEMAMISEMOEILR. KEEME. BRABFERX
T AFIC. BRICRBSNDEANICHEL, KAZHEATEILLH5. BREEE, BENROHOND, HiIE
BORE, BELEDEECHRIE. EEORBLEEKDODEEETT, TOBRFLLHZ, EOEE
LIS MAIEOEEEENE. A THMNODESR. HIREEEETLES MMICIXEELIENZL,
SEICEBEEIC.BAEBE. KERTLEEB)EEHTHIENZN, REERERHENEEES /AT

JIEREE . CEEERHES. S, BEELEERTIHERE/\L— D O/LNERELLTIVS,
4. BEE

KRER. RE. BRNARDREBGENEELTERICHIDENH D KEREICEALTIIEAR
BeT5H. REBEMESLOL—Y—AKRICEY ., EMMEDIRIIHES H. BREITHLTIES
HEBRANTHOND, BEAESOT V0. OFERREZEANICTFIVITH, BROEECHLTIE.
SHEBENER LGS, F-. BRABOREZEOIERVERENDETH D, EHANGIRZICEYE
BoR4EZEHICHEL. SR UAAFICEDBRET,

5. %t
EHEEEEEINHY . BARBICEIVELTE-OEHTILENH D, EEEOBARNEIZLVRYR
TERBENDBELLY, BEREBZOEBREEIIRLTIE. UNEYTF—2av i ENRELLS, FOMER
BOEECRHERCAREITOVELSSHY., £HFRIIINSIZLS,



O EHOHECLELEE
1. BER(SHMSEEZHBEILRFER
3A
2. FmEOHE
FHGEEFEENEELTODLEFMIITEA)
3. MRMEERAE
RFEL GHEREDH o )
4. READEE
LE (BRARIGREICHT BRI MRS 5, )
5. BOMREZE
HY FARIERDEZHEEHY)
6. BEEEREE
modified Rankin Scale (MRS) . BE-XE&E. FROZTNZTNOFHERr—ILEZANT. WFhAhA3LLE
ERRET B,

[REEOTEF AEREEL THROBLES QOL £A LT 22 EH%]
FEREE FEXPALRESTRNE B0 2EH
HEHMEE BERVAERLLS— NIRENEREE 2T R



<EEREE>
Definite &1\ Probable %% &9 5,

>
B
p==

EEEE

HFEMEBARE

FLIRBI DR AT H

mMES

T Ot BMMENRE. BFRILE. RREE. $REEET. ALEE

© ©® N O o bk N~

ERFHRE

RECQL4 E1-1& ANAPCT B FDHEHINYT Uk

Ve

UTDHREBEZEMNT S,
TIV—LJEMRRE . 27 A VFEIRRE . DTV F—EIREE, D7 a8, EMMEICGRIEGESRFE. BF
MERE. ERMEBCREE. 77057 )7 FPERBEDEHFISHREEHRE

. BWOhTI—

Definite: A1TMDA2~9MDSHL1IEE LU EFHED . CEERIL. BOBIEFEEFZZHHELD,
Probable: A1TMDA2~9MS5H1IEB LI EEZH LD CEERITESLN . BOEBEIGFEEEZROHLELED,

- RERR (%)

REAR xR ELEL RECQL4, ANAPCI AU /RO RiEZF B H



| Rothmund-ThomsonfE R B I f5t |

BRERAER * |-spmmesns + paRiop T
& 7 2R
511 T —LfEGE
SR MBEBE " | 71— Linn
— RECQL4R{Z FRE 3?;2?2?‘
~ ANAPCT; & =
BERY 2 T;ﬁ gggggzﬁzuxuﬁ

EXREMEFRLE
Foayy7

ERRY | | RS ER D SHRAR R

_______7 REHY BEGTL
HEMEaNE 1 l RECOLA. ANAPCI% /%% R4

LRMOMALETH |

HEE W | YERE
MR (definite) (probable) I

Z0tt RECQL4RIEFER
::ggﬁ:§,2§$‘ Rothmund-ThomsonfE{&EEftype2
LR (Baller-GeroldJE{=Ef) 4 £ 5
(RAPADILINOSE/EE$) KRS —H T oY —
z;gkgahmfgggsﬁ;g?ms ANAPCTRIZFZER
b FER R F > E
#3gparse hair, eyelashes, and/or eyebrows Rothmund Thomsonﬁf@ﬁtypel

ENMRZICLHEHEBHEDORI Y —=2T
MmE—RE. BHEv—h—
ERREGE



<EEESE>

modified Rankin Scale (mRS) ., BE - X&. FIROZNENDFERAT—ILEBWNT, WTFAMH LU EEHZR

E9 %,
H A fRmodified Rankin Scale (mRS) ¥IE &%=
modified Rankin Scale SEICTRER
0 | Fol=JEMEA L BRERR O EBIENEBITHRVRETH
%

1 | EREHOTELHALIGRES LGN BREERECMEHIZILHHH . FAELLAT

AEDEDHOFEITITZS MITO T AOTEENZHIBR TR VKR
THb

2 | REOREE: FERE LRI DT o TV =B OFFICHIR
RIELRIOFBNETITADDITTIELGW | [THHH. BEAEFIIEILTWSIKETH
NESOEOEYDIEFNEIGLIZITZ | 5
%

3 | HEEDEE: B0 A HERBEEF AL EREIC
RIS DNENZBELETEN. HITENEG | ENMERLELTHIN. BESHIT.BE. F
LIZITZ% ELGADM#F. MMLUGEIZIETEIZ R EL

LZLVREETH S

4 | hEEMEEDOESE: BEST.BE. BELGHD#EEF. MLA

BITOHARNEKRIZIINADLETHD EITFNMBZEBEET LA, FiRpGNE
WBEELGWKETHS

5 | EENREE: BIENDNMBZLELTHRETHD
Br-EY RERE BITNELRTYEZLE
P RS

6 | kLT

B AR ZE R Z 2R
BRERE N

EIRIZL
 RICOED. BEFEANELLRVVEEDERLNH LS HEEE - BELEFICKELL,
. BYMEOIRC. BERDEENDIREZLELT D,

B IERE OMREBENBERE. ROBRREBLGE) ZLEET D,
- EEMICEROMRBERITKELTLS,

0]
1
2
3. BE-REERMoHDNBEET S,
4
5




% (R)

o~ w N =0

EIRIZL
HEEDETREDHRITHLIN, HEEFE- BEEFITKERLL,

FFIRIEEDT=OIZEEDRUINGE DIERLHS,

PR R BEER DY T2, HAWEBEAREDHEEFHETRUNNELD,
IZEDRS | HAHNIHRMGBEIEREFERNDLE,

KEVRH VTGRS HEEEFRANBE,

W IE N OVERE FE S0 B OIS Z 36 1 % B A

1. AW D BRARIER, fﬁﬁfﬁ%%&lﬁébf\ W YE BIZRF B D IEN WG EITIE, W

NOBAD & OEMNTHELLAAR (L, HERORBE R THRIERE Th -,
RATRER B OIS, ).

. TRIRBIARL T D BIEE P SAIC DWW TR, EUIZREFHE IO T CIREPMTHOIL TV 5 IR

2T, HIT 6 2 [H T b VIR %Eﬁfﬁﬁ o2& L9 2,

L RBIERORREN ERLOBEEESIE T EL LSRN L2WETH L0, mERER 2k 5

T ENMER L DIZONTIL, EREKRONRE TS,



191 Oz )LF—EEE

1. =

)L F—JEIREE (Werner syndrome) [&. 1904 FEICRA YD ERFAYb—-D )L F—IZKVU D THRE
SNT-ERERENE (S OEGHEEETHL BEHURIC. AR RE. ARNELLE EFHRITEAN
TIEIEIMRESNZILSICRZAZHERERTIEN DR ERMBTEZE ID—DITHZI LTS,
NAPEIRREILEREDT=® 50 BRAFEILTRETHHH 20N,

BADHETE BEHEHILH 700~2,000 £ THY . HRDMEEF DK 6 BINBARAANTHIHI LMD, B
Bz eand, RERELRFTHS WRNIBERFH 1994 FICEESNA . REEF IERMBEAT, RAE
BELRELTHY, ZLDEBEEN HEMRERS TSI TRUIBOMRE., BEBELEDEHESL
595,

2. [RE
8 FRAMKEM LICHEET S WRN EIZF (RecQ & DNA ANJA—ED—E) DETLIVICEITEHEER
MNREEEZLGN TN, LAL. fAIECOBEFEEN REREBIHHIGEZER. BRRA. BEE
BIREED-LTHIEREATH S,

3. fER
20 AL, AE2-BRELEDEELL. ANEGERMEDEEMNZ ) SRMOER. BaESHE
HEEORIKIE. RIEDEHRECAIL-EE. MO -HEHEBOERE. 540 RV MEFFSMHEREE
= HIREEEETELSENEIRT S, T, EERTHIHEEHZL,

4. BEE
BAMABREIRFERTHS. BERETEEFHELELT S, HERBICHLTIEIFTIIDUFER,
DPP4 FEEH|. GLP1 EBELEEZH VS, & LDL-C MIEI=xtT BEBEIIRIF L EHDHIZITS, MED
HAMREERIC. REMABRNEDLSEICE, hEEENSDEEBIEEXRITT D,

5. F&
ZRERIEEARFEEEBEELESTH D, LATTFEHRTEHD 40 RRAFILERESN TV
HY. 2000 FHEFLIEILTHFRTEESD 50 FRFFITERLTVSIENHLMNELo T, IHETIEH)
ARFEIE MR BNZRISHDOLTODILERBLT. 60 MADEFLEZITHY . SOLLFEMOEREN
GNP (S



O BE#HIFEICHELEHE

1. BER (SN I EEERSBEIREEHR)
102 A

2. FFHOHE
ZBA (RecQ E M DNA AYA—+ (WRN AYH—+) AR EBEEFELTRE SN, BEMFILFRE
B.)

3. MEMLAEAE
KT RHEEFEDH . )

4. REDOES
WE (REREERFT S, )

5. BHiE%E
HY (FRIEROBIHEESY, )

6. EREENE
I —ERBEOEEESEEANT. SEULEREET S,

O fA#EHT
BEEDIETVAKRZRALTEROELESE QOL [ LY 5 EHE
MAKKRE FTERZXRZREFZFHARR RS BAHE- K- ZERNRFHEE B NEEH



<EEEE>
Definite. Probable Zx{& &9 %,

DTV —IERFF DML

ZEOATI)—

Definite (BETE) : T EMIBEN L T, F=(E. 3SOULDETEHRRICMZBEFERERDHZILD,
Probable (§ELY) : EEZHUED 1. 2ITMA TEEHIR LT DO EIENS2DLUE,

A. JEIR

I FEHE (10mUE 40RETHER)

BEMHEZLXL(BZE. KEF)

B Rk ()

R 8 DE - EL(GRER PHHIES) ., #IR MR EEH K
HEEBORRIETFLRARES)

SHREATR

EROEE (hABLLLANTE)

o a0 ks wN =

1. ZTOMOBEIRERMR

HEEERHER

BOEMGEDEE (FHBES)

3E £ R ERES X IL AR RS

I A&

BHRICRNAHIREEIL (BRDE. DEEES)
[RFEMEERIEREIET

BESREMEKE

N o a o N~

1. BEFER

1. RecQ & M DNA NJA—EEIEF (WRNEEF) DR/ NI Tk

B. #EBMR
1. EBRERRE mA7FLRABOARIE (KIEHREDRBESINIEEWLERIEERXZET D, )

C. #RIz2m
LUTDEREZENT D,
INYTF) X LT+ —REEI&EE (Hutchinson—Gilford progeria syndrome) .
AX LK kLY FE{ERE (Rothmund-Thomson syndrome) . 7 JL— LJE{EEE (Bloom syndrome)
(LEDFREBFEZHRERN— MBIV DIV —EEFSIVEENSREL., SOICEMNBEIZEWVTIEESR
[CHRRETH D)

D. BEFHRE
RecQ B DNA NJA—VEEF (WRNEEFDER



<EEESE>
SELULERRET D,
VIV —ERBFOEEES R

1B REOREOCEBIEBEONT NNIHLNED, BEEFANDERIEEZIBO TEW,

2 EEOBLOEBIEBOVTIAMAHONEN., FLEEEEE BEEFTEZLOFEHEHOT
LHERBYRTEETHY . BITEFIFELD., HHoTEEMTH D,

SE HELEFIBEILTWAA. RTORKIEE., KEEE T EICLHERD-OICAEETOHESTT
AV

AR TRISAVERAHY .. BISTIERARE, MBICKYSITONEETS. BEEFTLROMNBIZ
295,

B5E ANYRRFEFFDEFTIIEAEEZY, LEMNBEZET 5, LLIIBHEREREL TS,

FVREES CAREMRESE): VLT —EREE., EREREICEITOREDEL - EHE<HF0, THR
PR MBICKREEBETRT 5. REDOERE. REFHREOZLICIIBERNDETOMITES
D=8 REVIZHLHEMBIZHLABORETZEEAZ UV ERECEIM A BEHDOETICEY, FTRESE
HTREZLOL, RSB IRECRBICXEZRILGE . BEEFBENELIGIRSNDG, BE
EADREEHFEICKY., LIFLITEERVIRICES,

F2)HAMERO-OORUIMICEST-I5RIF4ELULIZHEEND,

ELEEROEEN LEDEEENBFFT—EULICRALLGVETH>TH, BETEREMRKT S
CEMBBEGEIZODVTIE, EREMBOMRET S,

FA) VTV —ERBTR. BERVERES (BRGoUNISENRES) EERICREL. ENDBELEERE
BELEDFREERT D,

KL FLUE N OV Ay B OIS S B 1 S BB

1. AWV D EARER, MRAEFT RS L T, 2R LICRBEOBREN WA ITIE, W
NOBOLOZHANTHELLZ R (722 L, YRR 2 R~ T HFRIERE TH- T,
FATEERR B DITIR D, ),

2. JBIRBALATZ I T 2 EIEE S FIZOW TR, MYREFHERO T TIRENMTOA TN LHIRETH
ST, HIT6 AR TR EWVIREZEMISHNT5 & L35,

3. 7B, JEROBREN FEROEREE S C—EL EIZEYS L WE TH D0, mfRER A kT 5
TERRERHDIZONTIL, ERERONGET 5,



193 TS5 —-q)fEIREE

1. @E
1956 EFRAD BB EDTSF —LHRHEDI(I)NERTRRL-EXREREZH THD, 15 BLE
AEBOEEICKAERTEOMIEREST OO, mETPREZIILHEE. FRFIBRLEDEENERLS
N3 HEK. 1BANDTIASFAICTIALEEN, ABEFGBESNTIVS,

2. &R
15 ZBFREARRBLORIVAABZFOEET, REE, FREESMVI—E RVAHEVI—DEE
BESDDFEMNEZLNTIND, MAETIE, AFL—a KB HEHNIEAFILIEEERM MLPA SEIZKY,
9% LI EDHEEZWMNAIRETH S, BEFEFIL. 15 FLEAIK 15911913 FEE DR K (70%) . EIFELE
DEBMHES A )SI—UPD(25~28%) . BB DAFILIERE (2~5%) &LShd, RMEDENTEZLOD
FRERAEKICEFH A, RAIEMREEZR THL, RIEFKBFEGRT SNORDI16 DREHEAN T 55— -
V4 VERBEHBRIEELGRRE SN TLS,

3. fEK
N b HROEREETIARERERBETHY . NN RFHER BE. ESR. HIREEEES.
HRAGE)  REHER (HRRET. HFUOLEEES. BEETE AAOND, Iz, NSEFE.
T—EVRHKDB. BRETHRE SRMGHEERT BKERKOHFHIE. EHECERNIELZDILT
Hd. AWRHIL. HERRETICIIHEAEE, AZEENFR. HRAISFEHIT. BEITHESERE.
BEHICITZRMEME RIS HEES. BETE. AALICE BE. BRFECENBELLD,

4. BEE
BAEFTAERDBRET. DBEEE. OEHEEL. QRERILEVHTE L. DERILEVHTEE.
ORFEMHEEZEADHIENEDTHD, ONL@FETHAREIL., FIFHEMICERTINA TS, ®IZELTIE.
SHOBFEETHS,

5. %t
FICIEHBCEAELDMEES - ERFFETN - ERENEGTFRICEEELZE5Z5,



O EHOHEITHELES
1. BEV(SHNAEEERZREINREER
150 A
2. FIROWE
TR (RRFBAXILfREINKRAEDR)
3. MRMIBERE
REES (REREAEEIIEV, R DEHHEIIH T D EEE)
4. REIOEE
DB (RAEREEREXTEBET D)
5. PEEE
HY (ZREBOLEEEDHY)
6. EREENLE
1. /NEBI(18 mER i)
INRIEMBERROKEOEEICET S,
2. Al
BABIE LTD1) ~2) DVWThDIZHLETIEENRET S,
1)V A—LARRELGHERAFL LIS/ ME,
2) R EIERERBEOEEENEICBVTHEEULDBZE

O fA#EHT

EEFEE BAMREBRMRSER
IRRES - EMERBEHIND DR (TS — V4 VEGRE - X—FVEGREEEL) DZEKER L
EETHEMNR IR
HRAKRE KRBFEREVF— JIFHIERE

AMED #81H R B RAEAREXFRU
(AT T4V TREDLEAARSAERICAIT=TE T AR H B TE 1R BT
MRARE EREMKE #H5E



<EEREE>
Definite ZXR&ET D,

TEmMR
7 ) LRIYABIRE T 55 —94") (Prader-Willi) fE 1% &
TSE— -9 )FEIREEIZxF 5 DNA B2 ODE G £ 4

SENEFERS DNA ZBTOBEGE %
HAE~2m% 1. HEEEEHSHRRET
2~60%  BEEEDORELHBRRET
EMRBGRERLE
A EIRIE T EIEELIEE DB E (B R RIE T XLIELIE R
EMRBGRERLE
 BR(BHRITE. BRNU~NDEERIEZDY) &
D AR GEY S EEAGSNE NG R)
CHHES. BEEERSET
2. BR(BURIE. BRAY~NDEERIEZDY) &
D AR GEY S EEAGSNE NG R)
3. MRTABIEMERRMEIET . LT/ HLLIE, BB ITEIDRE
(ZBMECREEREE)

6~12 1%

N =2 Dh

13 m~HA

—

<gEohTIV—>

Definite1: 55 15 £ BKELIERD AT T4 J 581 (PWS-IC) DAFL—2a R H DV IIAF ILILHRE
# MLPA (A TRE BEIAF )LL) B RIEESN D

Definite2: 754 — -4 JERBEXEHZELTO—T ALV FISH A TREAERHD

<EEERE>
1. /NEB (18 mER i)
INRIEMHEERBOIREDIEEIZET 5,

2. A

1)~2)DVTIMIZETIEERNRET S,
1)AVPA—LFRREGERARL LTS MmME

2) RERFF BT REREOEEESEICSVWTHEEL LSS

OV MA— LA RER IR &L EY A AEEIT>TLVTH HoA1c (NGSP1E) >8.0,
aVbO—)LARERSIEX., EYEEEEITo>TLTHIE > 140/90mmHg
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BRMEEBUERFRBSHREEHRE TSRVVEREL EREREZA T IRFE LI EIND. HiFEH
(SIXMORREE . KERALY /BRI B IR OBML) U AEBRED YV RIES. BERERE., BHIE. B
5. VAR ABO TE S RIEEMEBMEBELTENAH D,

3. fER
BRADGE., RFRBEZHIN-BATHRICEENENTHASAZENAZ L, BEERITIEMIZHES
LEBRK, BiFE. OFLVERETH S,

4. aEik
RHEMBEFHIRBERVBHEBREICKYRFRBELDISIN 0, HEEIP LGV LMD FERIICESR
5, BMAEECAEEFICKEERZLTVNSEEITIIFMERMAMEEET 5. FFHRBLZHLT
o1 H AR ORBERTRETV. ZOHMICRREAZ LTI, RFRBELZELTHSIMALFBL
TLEONBARABERE T M OEREEDABEZT>TCLELNSHELLGWGEICE, RENHZEDE
AEEET 5, FASNIRENHEGFFTRERTOANR, VAR HOKRRIT7IREETH S,
REIMHEED BZLF MM MKEFEDOREETHD.

5 %%
HRMEEMEEREFEMICEIEZRABTICENE, FREFRFIRED TR 10 FETFEL 95%.
IRIEREERFREO TR EFETR P RIEEH 12 £, KEH U /N\KRAMBICHESIFFRBO A 10
FHEBEET86%THD, THRXRITRPELEBFETHS,



O EHOHEIINELREE

1. BER(SH I EEERSBEIREER
829 A

2. FEFOHE
FHREADALELT, BEFRE. 9/ILR. BEEEMYL A BHEVEHERNRKICLSE
DaERFERENEEINTNS,)

3. MEMIAESE
REE (AT AR BRI SR SN TLALY, )

4. REDEE
WE CABEHBICHE UV TIZERME FREOBEN . ABRFLAICBULTIEFRMEKEIMN A NE)

5. BETEE
HY FARIHEROBIHEESY ., )

6. EfEENE
O AEE AR MO EEESEERT Stage3L EERRET S, =L, EMEEET>TNT
~NESOEVERE 10g/dl UL DEFHENET S,

O fEiE#HT
MFRMEENEEICETHAEMERI
MERKRE RRAFE ME-BERAE HR FREX




<EEREE>
Definite Zxt R &ET 5,

A JEIR-ERIRFT R
GRATRELT,. EMEZTDERERDH D, HRBEFHEOHMIERIZROGEL ERFEELLTHFATE
2R +T 599772 (Diamond-Blackfan) BMAHY . LIXLIERERNFKELARTEERDD, BRER
BIE2TOERICRET S,

B. &R

LTOREMRZETRD D,
1. MAAAES OEVRED 10.0g/dL RiEDE I
2. HFRMERHN1 %K iFEFET=1E 10,000/l K
3. BREFRFERH 5% KN

HEBEEBICKIGEFRE. ULTOREFRRIZIFENELTEETHS,
1. BBk
2. M/hiR%R

C. #AlzZH
1. ERMFRFHKB(FATEVR-TSvOIT7 0 BMEE) EFRNTES,
(DK ELE S REAICIEB ORI RERHLEL, )
. EFIMERN TED(TURORIFURE, Tz THFA TV  AVZTOREE),
A IV RBEEAE (ER/NLARD A LR B19, HIV 2 E) #BRHNTE 5D,
. IRRIEZ PRV TE B,
. BHERBEIRS SR EBERNTED,
CDURRES (IBHYU B IR. BEUDNELRE) R TES,
MO EEEREERNTED,
. BRE-)IITFHERBERNTES,
EIRE RN TES,

© 00 N O O » WODN

<zZWoAHTI)—>
Definite: A XU B Ziif=L. C #pr5 TE5



<EEESE>

Stage3LLLEXRRET B, 1L EMEEZTITOTOWTAES OEVRE 10g/dL U EDFEIFIHERNET B,

stage 1 8 JE EMEEETHHBEVTAES/OEVEE 10g/dL KL E
stage 2 P EE BB EETOENTAEIOEVIRET7~10 g/dL
T T Gtage 3 O0ERE | EMRAEToCOTAE/OCUEETeA Ut
stage 4 T E EMBEEIT > TV TAES OEVRE 7g/dL R
stage 5 =EE EMEERUVERET>TANEY ROEVEE 7e/dL Kil
stage 5 a5 [EMBEETO>TOWTAES OEVEE7e/dL Rimh D8k

BREICLDEBRETHY

SR R OV B AV B OIS 2 45 1 % R4

1.

A WS O D BRARIEIR . BRART AR L T

NORHDOLEDZHNTHELIZRWY (2L, 2

RHHER B DIZIR D, ),

W EIZRRBE O BREDN 72 WIGEIZIE. W
Y ELIEIR ORI 2 R TR RIEIRE Th - T, ik

- BRERBAAATE ISR T D EIEE IS W T, YR EFRVEEO T THREMTOI TV HRETH

- T, HIL6 AR TR b EVIREBZ EM W5 Z & LT5,

B JEROBREN ERROBEIEE DS T EUEISEY LRWETH 508, mERER 2 kb4

5 ENMEREDIZHONTIL, EREROEG LT 5,



288 HOEREMZRRXMERERFRZIE
O W=

1. &

MERERFAECRAOEEERICI>TEREICEFRT 5=, LM DOEEATRELGS
=Y. PERIEI . URBAMEANETE T A-OIC. BREEXGLEOEFICELTEEHNEREESS
ERTHD

ERMICIE, $RTOMREZERFICHLTEE AN ELSS, CCTIER RZ2 T 58ERFDFELE
[C&Y. NIBEEREMHRRMERRESE XI/13 BF (FXI/13) RZAE (185 : B 2 Rt fmw Xu) 1.
2)IBCREMHERMELRERESE VII/8 AF (FVI/8) RZE (RRMMKRR A) 1. 3) B REMEXRM
von Willebrand ¥ (VWF) RZJE(BE2REMHEZ XM von Willebrand Disease (VWD)) |, 4)TBE %
BHERRMERESE V/5 BF(FV/5) RZAE (LWHWAHFV/5 A2EES—)1.5) TEEREMHRRERR
EX/10EF (FX/10) RZIEIDSHERFREHNRET B,

2. [FR
BERKIZEDENENDFEMREERFOFMERE (WhEH/UEES—) P, BERKERNEE
HFEDREESANDRIRESNS=OICERERFARDTHE(DITIURTTHE) AN, Hil
DRAELGDHEENSNEHASND, SHLCERKE - REMOBECRENKRE. BEMERE. BE
ERE) IR DGEEFESTLEDEFIOHNFRITHRMETHS, BRMICBCIHELELHRAL
FHATHSN. TRFERET. SRMEICZVI oMb EN—REBHN D,

3. fiER

1) BEREMEERXM FXI/13 RZIETIE, —MRAIZERE R EIRE (prothrombin time; PT, activated
partial thromboplastin time; APTT 72&) DIEISEESGHIZHAIZEMhH LT, RAHMT 5, SHME
DOEEAR (HR-RTHRE)OHEONLZNA, EOFAICTHHENT 56N H S, RICKEH M
THEDTEMEE T HENEL B avIFERITIELH D, HIMMBMHIIC K> THRA LI (3
VIN—RAUMERBEOREEBGE DEHHE) NEEHAREMEN $H D, FFICEEEAH M, MR
., BRI, REEHLGE X, BammEEY55,

2) BEREMERXMY FVI/8 RZAETH, HIMFEKRMNEELRLON S RALELE T HMOHA
AEMZEZHTHIIENZ LD, MRFAGEENE FVI/8 RZ4E) EEGY . BEHAEMIEENTH
%, FFIC EEEN. EEA. BN MASEERHOGE L BMGHEGYELIOTEIENLETH
%,

3) HEREMEXYE VWF RZEDHMEIRE. BHTEZH THD, EHIL. BENSBIFEEDLD
FCRADEEEDOHMIAERERAKET SN, FNIRBLOREDHERTEHNIFET S, 2
[CKREHMLTEM, HOESavIFRITIENH D, FFICEEEAHM. MR G E XM HHM
E1id,



4) BEREMRXM FV/6 RZEDHMERD. BHTEETHAHH, REHMOHELEHMA S0
ERA DD FEHIE. BENMSHFEMEDILDETEADEEEDHMERZEARARIET 5. RELD
EEOHETRTEFALLIELEHFEET S, RICKEICHMULTEM, HiflftaviZREITELH
B, FIC.RTHDOFHIEENLENNEETHID TIEABLETHS, K. HMETBEEEEZ
BN TEM. EEHME DG,

5) BOREMERXM FX/10 RZEL. #R- ETHOGEROADHMEREET HENSL M
ROTmMOEENS N, EEREMEERBIZSESH. HERAEOMEICLYSEE AN BIRSH
HEFIDHRELHLIDTEIZETHS, OB REERRIERE R FRZEICLERDEESF O F
HEHITOCEC NREEDEEBILRETIIDNHILITBEIDRELNDH L. BH. B
HIZEZMERAH S (B 3:1),

4. BEE
(1) IE M &%
BHEDE=OICIE, FTEDRBERFHNERBLTLSIHNEZHEZRLTH S, o] RALEH ZEEE R FF#

FEEZTARETHUEMBEEZERT ILENHD,

1) BEREMEBXRM FXI/13 RZAETIL, (LMD T=HIZ FXI/13 BiEHE#5ET 5 EABRET
Hb. =1L, BEERKICE DIV EEA—DPREEESHRBRENENHLDT, HE5LF- FXI/13 &
FINZELCEBETHRERI O, LT LFTREEDEE, BMEHADIETTHD.

2) HEREMEXM FVI/8 RZETIE, FHMHHMISHL TROMNIUENELZ RS T ILEND
b, =L BHEDAUEEA—DFEETHIHE & FVI/8 HRBEITIIARELENIENZ LD
T, EMESE VIV BFFEVI/DEF, FieTororE U EEERE EEEE FVI/T-FX/10 8
BRENOVWTNIERE T L UNM/RRILMFE)  Ff-. iFIXa/FXEMEZEREMEE//0—F
ILHRAOEELIEMMREFHFTES,

3) BEREMEEXRYE VWF RZIETIE, (kD= DDAVP (1-desamino—8—D-arginine
vasopressin) XI& VWF 28 &E FVII/8 RERFH AN T EEFHRBRAES VWF RFZIRET D
HUEFIDOBEIMEDECHEICE>T VWF OEIRELEFHIANKREELZDLID T, TNENDIE
BIDIEIR - BERERAIN RIZE > = EAEABRNDETH S,

4) BEREMEXYE FV/5 RZETIE., FEMHEHMICHL TGRONMNILEMBLZRETLILENH
%, 1=12L. FV/5 BMEEE X RSN TUOVRLO T, FHEEEEMIE XILERE /MR (FV/5 #EHiT
[CED)REERETEHIENZ N EFEHEHMAEVEF TH, B EMIERNHIRT 5084
NHLEIOTREICHI->THREBELGREAHREENILETHD,

5) BEEREMERME FX/10 RZAETIE. FHMHHMICHL TRONMNILENELZZRETILELSH
%, 112U, A ETIE FX/10 BHERFEH RSN TLVELO T, HILkF(C PCC(TRMAVE VR
BIREBREED . BMHE PCCHEEZRETIDNRATHD, BEHKICEDEEBEECIITS
VATED-H LM RIIBENELGEIENHLIDTEIETHS, REDGEIIHEEEMET
TRELTHERL, BHMRMIZIE FX/10 BEBFINLZELLD ., OHAETIEHRIN TLELD T,
SEMRE FVI/T-FX/10 EEHBIDZENREDREIRTH D,



(2) A RiE BREEE

HEARZMHZERMERERFRZECDEDRRIEIFHATHLIN,. TNETNOHRERFICxTHIED

RAPHODFERTHADT, RERGEMNATECIRADELEZLEDLILELNH D EHIZL>T

RENFEONENELGY | B— WA RIEHERESNGL,

DRIBRERTAMREDLL/OTFRT7ERGEDREMNFIENEMNTHAIEN SN (FH 5 F1]
HERBIREEEHG)  FERRE. MRE. BREELGELNHDIGEE. BIBRERATOMEDE
BIEEIZHRETT 5,

QABERMEDREHIZ(E)YFS 7T (rituximab) 0O IVARKRYY A, THFAT VU GEDRELE
K95 (HH 5 FEHRERKRES L),

QEE.EHREAL/FOTY ;T (intravenous immunoglobulin: IVIG) [T I TULVELY, =L,
B REMHEHRMYE VWF RZETIE. VWF LA LEHR BREIESE L0 H 5.

@LEMARICHETHEEF. AT —BHICRETH-OICMBERR, RERERELERET S,
HIC. BCREMEXRME FV/5 RZETIE. BEFICIE FV/S @REEZ RO TMBERMLEER
THIENEEMTHD,

®3—Ay/N\TIE. BECREMHRRME FVI/8 RZEIZ FVI/8 HEDKER S LAEIMFIZED LA
HAICEIEREBEAREILEAONTIS,

5. F&

1) BEAREMEXRMYE FXI/13 RZEDFEETRTHS, HMICKDHIEEITH FXI/13 BEHMAEN
BESNTHEEZESNAHIH 815, 2EHICHMIET 26 L5515, ERICHIZYEBELTHMSE
FTHHHE1E] BELTRABREDOESFNH2E]. BRER1ERBETHAEFOEFIH2E], B
fEh DREFIAKIBEITH D,

2) BEREMERXM FVI/8 RZIETIE, REMFIEEICEYNSARIERTLHIENZ LD, B
FTEHIELDHIENFVI/E HERAMNEEFEL TSI LEHY . EHMREZEORHAORBER
ML ETHD, FLEIF2~3F LG HMELYLRBZNHEBEETDOBRERENZVDT, BELE
ENBETHDS,

3) BEAREMEXYE VWF RZETE., MEMNGHNE T HESNNSBRERTIEFNETTFELS
BRTHAHN ., BEITENRLTRECO->TERET MDA, 52, Lo-ABRLI-EIC
BRI HEHNLHLIOT, EHHNREBEZEOCRIABORBHRENLETH D,

4) BEREMEXRMEFV/S RZETH, BREMRT HEFINSHIEMEME R I EFETFENSH
THY . BERICENLTREIIOI>TEET AEFL VLGN, E5IT, Lo -ABRELI-RICHER
FTREFLBMESNTOSDOT, EPHREZECRIFOBZAHRENVETHS. GH. BAXKR
SNFEAEK DRI TEH, FREMFERNBRONSAREENH LD T, EHNLREBBRETLILETH
%



5) BOREMEXM FX/10 RZIEIL, BEZHSNIES N BOH TLRWV-OE#EGFREITHAT
0. BOTOHDEEZHES DEEHTIE, REIFIFETERT HEN S KRB
FEGIZEDHDHEZDRYTIEELY,

O BHOHEIRELEIE
1. BER(SNEEERIHASIMREELR
414 A
2. FEFOHIE
TH(EEAEEAREORENETESNAABRAINTOEL, )
3. MEMAAEAE
RN GHEEE O RENFIELAVSH+ S ICHEISA T, )
4. REDEE
DEGRAEET. EREBRERYIERET,)
5. BETE%E
HY (FERVEREAARMR LM SDOBUTEE)
6. EEENE
BEVERICEERMNE1ELUERILEMEEERELL. HRET .

Bt AR BOR B T B B BB I AR O TALIO b OREAE LI A & WL BiEs
DYERL TR IE
FEREE BREAY X$RECLLATEN T BORA

BAMmizIEMZES BREMRKABRAICSIEREZEESR
RERE REKEEBRERHEDER BRE LAMREILLERE) BEHEE

BAMmMizIEMSS BC®EMHHMRE FXN/13 Z2HEEEREZES
REE WUWEXZ(EREE) LEZR —#HAT



<EEREE>
1) B REERKXEERESE X11/13 B+ (FXI/13) R Z4E (1B : B S &M MmiRE XII: AHXI/13)
Definite. Probable 3% &9 3,

A. FEIRE
1. BE 1 FEURICRAEL-HMAERNHD,
2. EXM/EEMEERE FXI/13 RZEDREEMNEL,
3. MM EBDBEEMNLL, (TR E D LM B T (hemostatic challenge; SME. F i, k. 7%
HE) ITfEs-HmB AL,
4. PUREREOMM/NMRERGRE DBRIRS AR,

B. REfFR
1. HEMBRETFXI/13 IZETAUTODIDNIEEDORN, 1DULDEENHSEEILFHE. EE
M 50%LLTF),

a. FXII/13 &M, FXI/13 IR & BE . m&ELLET,
=1L, —EDEHI. HIZIE. 51 FXII/13-B T 1=y EERHEAREDESF TIE., WELAT
DEFERAS FXI/13 HENCKHABICL>THELLEEEHBEIEGDHIENH D, FXIN/13 BiED
BEQERTEIREREEZLE MOEBDEERFOETEZH > TEE~DEFEIETISEHEIE
FEFEE IS N5 EE (% 2 (disseminated intravascular coagulation; DIC) . EEDIFERELEIZLS
ZRM FXINI/13 RZFETHDHZEN SN,

b. FXI/13 tEEE GEME R E) (31 FXII/13-A ST 1=y B ERANRRDZEAEDEFIT
[FIETFLTULSA, $1 FXII/13-B 4T 1=y B2 RAAREDEFI TIXEETH S,

c. FXII/13-A H-J A =whk FXII/13-B T 1=wk, FXII/13-A.B, fi[R=E {1 FXII/13 BEHED 2
A7/ HIRIZEST B ABIBEETETFTLTLS,

2. EEZHARE
a. FXII/13 A2 EER— (HEMRE) AFEETHX1 (UTOEAMN—DLULE),

o FEMLGTUEZTHREEOTIVRYIAAZGEICLDPEEMREDNDT: 1EEHER. XER
BHER (37°CT2MMMER) L E D RERIRE THK,

o ANfBE: —EEDEEXNBMBITRLICERBERRULEFNDMTLESL T, 26/H 37°CT
MELTHBIERE FXI/13 ERERIE T S (RERFE)

o &b LiAMHEM FXI/13 HEAII SRR T, I 5ERD FXII/13 EHOEYRE, LiEHE G4
ZHRIRE) DKIBHETHELEICKY FXI/13 FHEEFENROOANE, FXI/13 A2 EEL—D
AN TOIERELTRLY,

b. 1 FXII/13 B2 MANFETIXI(UTOENAM—DLLE),
® AL/TOYRE ELISA, A L/9OTNELE DREZNBRE THBM,
o [HEMIME (FXII/13 /2 EEA—)DIHEEIE. itk Ig APIRMFIZKSHMEIE. HDLE



TOTAY A-. TOTAY G-EI7A—RGEETORBFLERE T FXI/13 12EEZ2— AN
KiFEEHAOAEDLNNIE, H1 FXI/13 B HADRBIEMIIBAELTRLY,
X1 FEHUR, FEFV VBN RRTHAELE-KDMENERHLD T, RELETNICHE
HKAENMHEREICEDIEERRITSEET S,

C. &Rl
BEME (XM FXI/13 RZIE (SH T HREHE) . R FXIN/13 RZIE [{EEE N EREE
fE(EEE (DIC) . F1if. 4ME. BMRLGEDMREMEES . BEMEER. FEE A/yR- 203108
BIfR. IR REMREE GEBERBR. /0—REE)]. BEREEER XM FVI/E8 RZIE (BX
MR R A) RRXRM von Willebrand (VW) fEIREE (AVWS) (JFICE 2 RZ % XM von Willebrand
factor (VWF) RZJE) . BEREMERMESE V/56 AF (FV/5) RZELEDMDETHEE REMR
REHMRGEEERNT B,

<EHoATI—>
Definite: ADETHDB1 RUB2b%iHfzL. CERITED
Probable: AD £ THDB1 RUB2a%iif-L. CERI TED
Possible: ADETHDB1&i#E-

<EEHIE>
1. —iRHIEERE
aHMmEM: @FILES
b.PT & APTT @HEIXIESE
cI/MRE: BEITES

2. TOMDBRE

a. M/MRA FXI/13-A iR E (HAHULME FXI/13 5E M) S M/MMRERARLTRET HEEEENR
HENDD T, EXMEtE FXI/13 RZEDATREEZBRNTLDIZHERATH S,

b. FXII/13 ®WHFIH 5 HER 1 FXI/ 13 RO ERE  BEHBRTHONITELZ LA H D, V)T IR
TUERBFATIE, FXII/13 2589 2MERF D FXI/13 REDEUREOEFAAFHET L
[CEST . BREDTRENRAFEICLED, F-12L. BRETTERFAREREBIRHFEMGR R TIEAGL, FXI/13
A EES— FAEHHRMA) T, FXI/13 FHEDEUREPCF FEAZT T E T 5 LITK>T, FXIN/13
SEMRENERSIND, FXI/13 EEEMRELRFICHET SELEFHGEE MRE)LEHET
5, INHD@REIF. REINSOD FXI/13 HEIDHRESE MR, BIFEOLMAREZITS
tTtERATHS.



2) B REMBRXMERRES VIL 8 EF (FVI/8) R ZJE (XM MKRKA)
Definite. Probable Zx{& &9 5,

A. FEIRE
1. BE 1 FEURICRAEL-HMAERNHD,
2. KRR AGEIGTE FVI/8 RZIE) DRIERENZLY,
3. MM EBDBEEMNLL, (TR E D LM 7 (hemostatic challenge; SME. F i, k. 571%
HE) ITfEs-HmbB AL,
4. PUREREOMM/NMRERGE DBRIRS AR,

B. #EmMA
1. BFEMBRETFVII/EEEDLTDOIDNEEDAN. 1DLULDOEELNH L (BEIL FVI/E EHE.
FVII/8 fiREMNELEED 50%LLTF),
a. FVII/8 ;&£ (FVI/8:.C) . b T ELIET
b. FVIIl/8 AR E(FVII/8:Ag): BHEITELIET
c. FVII/8 tEiEH CEME RE) BEIXZLIET

2. EEZWARE
a. APTT REEAHBRTI EEA—RTHSD,

FEFI DI IR EEEMNBOMBESEREICHFFESL T, 37°CT2HMEMEL THN S APTT Z|
Ed 5. HEMITICOHTRITNIEAVEER—DHFAEZES M VBERREEZREDIL—TX
TUoFATTSUMTIEEEERICAPTT ZRE L TLEBEREOERNRHONSD T (BIFF
RAE) . #BRIZHERATHD,

b. FVII/8 A ‘/tl:‘":\'—(;“’lﬁl#rﬂﬂ%lll%) NEFEET S,

HBAE: —EEOREX BMTIHRLICEBARLUESDMFELESL T, 26MH 37°C
fﬂui&btb\bﬁiﬁ FVI/8 B ZBIET B (RNERF %K), T2AEFR (Z4T71) EFTLEE
B(A4T2) 4 EESA—AHY . BRMEMRBATITRENZ LD T, BEF FVIL/S SEHEH 50%
EFRAEHFREREANTIUVEEA—HBZEEETSERLY,

c. ;L FVII/8 HEMAX1 A EET D,

FEREMRAIE. EIHEERER (A L/TOYNE ELISA R A L/VAINELRE)ZANTR
BEEMITREINS, FVI/8 1V EES—, TahEEE SR FVI/E HERAL, REFHA
ETRESN, MEICKTFT S FVI/S BEMALHBITRE T HIENATRELD T, HwE.
RENFFEONR. EROHEOCZEBHRICHERATHLILHFEIN TS,

X1 HmMEKZELCLGWR FVI/S BERAKGERREBAEBENK) LHFEET HIENRES
NTLBDT, A-1EB-1DRVEDIFRETRIZEHEELY,



C. &Rl
MmAEfE AGEEM FVI/8 RZHE) . ERMEE V/5 AF(FV/5)-FVII/8 MARZIE. ETHD IR
FVII/8 R ZJE ({FFE M M B N EE RS (DIC)72E) . GE{RTE) von Willebrand disease (VWD) . B2 %2
EMHH®RME VWD (AVWD) . 2T =R von Willebrand (VW) fEIEEE (DMEKRE . REEMIM/IMR
HZAE ., FIKIREEEE TE. Vo N\ XTI BHIBERERLGEDHAELGCRREENHLIFECREN
BXM VWIERE) . BECRESEEXME FXI/13 RZE. BECREMERRME FV/5 RZE. VIR
BIAREIRBFGEERNT D,

<EEOhHTI—>
Definite: ADETHDOB1RUB2c%imf-L. CERRNTES
Probable: AD £ TMDB1MDB2aX[EB2b% &=L, CERNTES
Possible: ADETHDOB1&i#T=9

<EEHIE>

1. — iR MARERE
a. HMRE BEIXES
b. APTT: TR
c. M/MEE:EEIZEE

2. ZTOHORE
a. VWF Ristocetin cofactor ;&4 (VWF:RCo) : B . IEE H AL IIEH0 (H meF)
b. VWF fi[RE (VWFAe): BE. IEHE H DU I (H k)



3) B2 ARE %R XM von Willebrand factor (VWF) R ZJE
Definite. Probable Zx{& &9 5,

A. FEIRE
1. BE1VFELRNICHRAEL-HIEKRNH L,
2. VW #5 (VWD B 1Rtk VWF RZHE) DRIREA LY,
3. MM EBDBEEMNLL, (TR E D LM 7 (hemostatic challenge; SME. F i, k. 571%
HE) ITfEs-HmbB AL,
4. PUREREOMM/NMRERGE DBRIRS AR,

B. REMAR
1. HEMBKRETVWFBEEDOUTOIDNIEEDOA, 12U LEDEENH S GEFIL VWF Ristocetin
cofactor ;&4 (VWF:RCo) . VWF il E (VWF:Ag) BNEEEED 50% LA T,

a. FVIL/8 ;&M (FVII/8:C) IR T H AL IEH
b. VWF:RCo & VWF:Ag: B&E (XM&E &HE LD
c. VWF LEiEM (VWF:RCo/VWF:Ag) - BE XHFEEM S EIZEH D

2. EEZWARE
a. VWF 1V EER—NEET %,

VWF & GP (Glycoprotein)lb EDMEAEAERE T 51 EEA—(HERRAK) NFEET LI,
VWF:RCo H Ristocetin-induced platelet agglutination (RIPA) 7wt/ ZBA V- EEMFLDIXER
BHER (37°CT2RMIMNER) THREEMICRE T 52 EMNTES,

b. i VWF BERALHFET 5.

FEFMEMAIE. EICHERR (M L/TOYNE ELUSA K, A L/VOTNELE)ERAVTRE

FRIZERHINS, /oEE4—(BEEMR VWF BE i) 1., REFZMAETREINS,

C. #AIZ2M
VW 5% GE{RTE VWF RZHE) . £ TO XM VW AEER (DM ERE . REMEL/MMRIEZE., BKIR
WEEETRE. Vo /RIS BHEIEES R ELE DRELZRREENAHDHIEE S REEERRME VW ER
). BCREMEXM FXI/13 RZAE. B REMEZXRME FVI/E8 RZE (BXMENRFA) . BER
BMHERRME FV/5 REZELRELRNT B,

<EHoATI—>
Definite: ADETHDB1 RUB2b% L. CERITED
Probable: AD £ THDB1 RUB2a%iif-L. CEFRI TED
Possible: AD £ THDB1&i#E-S



<EEHIE>
1. — PRI RERE
a. HmMEER: EREXIXEE
b. APTT: ZERX(IEE
c. M/MREL: EE. B XTI

2. TOMDBRE

a. RIPA:IEE. B HHL IR

b. VWF TILFI— EEHAHAWVIEE (BRFEVILFI—RNHAHLITEL)

c. VWF £ 558& . VWF &8 FVII/8 B HFIZR 5L T, BEFMIC VWF FHEMREZAEL. TOME
IRE | FREAZHETHILICES T MM SDRERE (VTS RTTERGUR) O/ EES2—(E
EMRAR)DERLFREEHTET HIENTED, f212L. BUREDBE T OEFH DEMEIL AVWD (24
EMGRR TG,



4) B REMBXMEERSE V/5 AF (FV/5) RZE (Wb BE V/5 BFAEES—)
Definite. Probable Z3x{& &9 5,

A. FEIRE
1. BE 1 FEURICRAEL-HMAERNHD,
2. IN\SIMERGERNE FV/5 RZIE) DREEMELY,
3. MM EBDBEEMNLL, (TR E D LM 7 (hemostatic challenge; SME. F i, k. 571%
HE) ITfEs-HmbB AL,
4. PUREIREOMM/NMRERGE DBRIRS AR,

B. #EmMA
1. BEMBRETFV/SBEEDLTOIDNEEDAN. 1DLULDEELNHL(BEILFV/5 EM.FV/5
MRENEEED 50%LLT),
a. FV/5 &M (FV/5:0) b T ELET
b. FV/5 iR E (FV/5:Ag): BEIXERLEN—EDIEFITET
c. FV/5 LLiEH (B EE) . BEIESZLUET
2. EEZHARE
a. PT RUAPTT REEESHBRTIVEEA—RTHLX 1,
FEGFID M EE X BOMBESERMEICHFFEEL T, 3T CT2HREMELTH,S PT KUY
APTT ZBIE T . LM TFICOITRITNIEAVEER—DHFEZERS HH. I U BERAE
BEOIW—TRT7oFAT7IIURTIHRBEERICPT RUAPTT ZAIEL TLEERBROER
HMRHOoN (ANERFREE) , —RICEAICHEREIATLS,
b. FV/5 12 EES— (REIGIME) N FEET HX1,
HBAE: —EEOREX BMTIHRLICEBARUEFMDMFELESL T, 26MH 37°C
THRELTHLHEF FV/6 EHERIET S (REXFE) .
c. MFV/5 BEMAX2 NEFET S,

FEFEEM AT, EITHEERER (A L/TOYNE ELISA R A L/9VAIMNELRE)ZANTR
BEFENITHREINDFV/5 AVEES— THOLIEEMRR FV/5 BERAL, REFNAETE
HEh, MEICHERTFT S FV/5 BERALHBICRETHIENAIEELD T, /. REINHIE
ZOHR. EROYHECRBHRRICAATHLILHFEIND,

BEEEERAFV/S AVEES—)DFEEE. e g A PHRMAICK ST MHEIER. HBHL
F7OT42 A-. TOTA42 G - I770—RGEETORBELERETFV/5 A/VEEA—AD X
B AROLNIE, #1 FV/5 BEHEDREEMIIAELTRLY,

X1 HPYRERGHBRTRZE(FIZM) THoTH, ERRAVEEF—RIZELTEHELHD
DT, PRZEEVTERERE T HENEELLY,

X2 HmMERZEELCEVR FV/5 BERAREEMNLSHLFETHIEABESNTLDD
T.A-1EB-1DHVLDIFREMRIZEHIEL,



C. &Rl
NSRS GEIGME FV/5 RZIE) . £ R FV/5-FVII/8 EARZIE. ETHD R FV/5 RZIE
(Bt EREEEIRE (DIC) L) . GEEM) % X/10 AFFIORZE. BEREMEXRM
FX/10 RZHE. ETHOZRMEFX/10 RZfE. GEEH) TAMAVEVRZE. BEREMREZXMETO
AVEVRZAE. ETOZRMETOMAIVEURZE. BEREMERRM FXI/13 RZ5E. ') U IEE
PUKEIRBE R EZRRN T B,

<EHoATI—>
Definite: ADETHDB1 RUB2c%iM L. CEFRIITED
Probable: AD £ THDB1 N DB2aXIEB2b%imf-L. CERINTES
Possible: ADE£TMDBI1 &if-d

<B5EZE>

1. —fR MK EERE
a. HIMERE BEIEES
b. PT R APTT: LT IER
c. M/MEREGEEIXES

2. TDODIRE
IW—TR7oFaA7 IS5 BEHANTBEREEDHEIL. AL HIEL (CL) iR (IeG, IgM) +>
$i CL- B,.GPI & AR (1gG, IgM) ZRIELT.FV/5 /2 EEA—AREAD ARG TH DA EEMEERRS

THERLY,



5 B REMERMEREE X/10 AF (FX/10) R ZfE
Definite. Probable Z3x{& &9 5,

A. FEIRE
1. REREL-HHEEXIEBREOH MERNH D,
2. BIGME FX/10 RZIEDRIEBEMNELN,
3. MM EBDBEEMNLL, (TR E D LM B 7 (hemostatic challenge; SME. F i, k. 571%
HE) ITfEs-HmbB AL,
4. PUREREOMM/NMRERGRE DBRIRS AR,

B. REMR

1. BRE—RRETPT EAPTTAERLTEY. HEMBRETIX BEDLUTOIDNDEBEMA, 12
UEDEENHDBEL FXFHE. FXRENEEMBD 50%LLT),
a. FX/10 &M (FX/10:0) : b T ELET
b. FX/10 iR E(FX/10:Ag) : BEITELIET
c. FX/10 LEEME R RE) - BEIFELJIET
(SHSERE FX/10 R EDRE IFRIEINE SN TLVELY)
2. EEZHARE
a. PT RUAPTT D 1:1REHRER. RERSHBRTIVEEA—RTHLX 1,
FEI D M #E LAEE M BOMBESERREICHFFEEL T, 3ST°CT2HEMEL THSL PT RU
APTT ZBIE T %, AL TICOITHRITNIEAVEEF—DHFEEZERD . B8 iV IEEHRAK
FEREHEDOIN—TRT7UoFAT7IIVRTIERBEERICPT RU APTT ZRIELTH, 37°CT2H
FMBE%LRAZEDRERBOERNZEOHONDSOTENFEESE) . BAICHERATHS.
b. FX/10 «r‘/tt“’s«'—(;“’lﬁl#[ﬂﬂ%ll%ﬁ) DHEET DX,
HBAE: —EEOREX BMTIHRLICEBARUEFMDMFELESL T, 26MH 37°C
'C*JJD;‘EL'C#\M%T? FX/10 ;EHZBIET S (RERFE)
c. L FX/10 BEHAX2 BNEFEET S,

FEEEMERAIL. EICHEREBR (A L/TOYNAELSA R A L/VOTNERE)EZRALTE
BEEMICRESIN.FX/10 DI MsD VTS RETELTLREORERERBRTIEIRZ
BIZRILNEDRREELY S5, FX/10 A1V EES—, THHEAEMR FX/10 B2 At &
PHAETRESh, MEICEET S FX/10 BERALHIBICRE T 52 EATEELD T,
R RENFIEEZONR. EROHECEBHRICHERTHS (FHSEREMFX/10 B2
RADOREIFRRINE SN TLVELY),

X1 HH1TTESHR. XREESHBTRZETHO>TH, TDRAVEEF—DNERFET

BRHENDZELHHDT. EROFEZAND. XFHBEZEVTERERET HIENE
iL/L\O



X2 HmEREELCGVR FX/10 BERAREESLFES HRIREEAHLHD T, A-1£B-1
DEVLDIE, [FAIELTREMRIZEOLGVD L. RELDEEDHTEDRHRATIX
H AR DEVESI TH, TORBIMFEREET S ELFHRENLDOT, REBEGRBHRE
MNLEATHS.

C. &Rl
BT FX/10 RZE ., £2TO R FX/10 RZiE BRI E N R EEZE (DIC) . AL-7304K
—SRGE) GEIEH) B FV/5 RZE. ECREMERRMEFV/S RZE. ETOZREFV/5 RZ
fE. GEfM) TOAVEVRZE. BEREREEXRETOMIVEVRZE. 2 TOZRETOMOY
EVRZE. BEREMERYE FXI/13 RZE. UV EBERRERBELEERNT 5,

<EEOhHTI—>
Definite: ADETHi#T-L. B1RUB2c% L. CERNTES
Probable1: AD & T%jmf-L. B1 RUB2a%iiif-L. CER4 T=5
Probable2: AD & T#imizL. B1 RUB2b% L. CEITES
Possible: ADZTRUBI1 Zifif=¢

<B5EZE>

1. —fR MK EERE
a. HIMERE BEIEES
b. PT R APTT: LT IER
c. M/MEREGEEIXES

2. TOMDBRE
A FERFFEBHFBRIC IWN—TR7oFaA7I SO BEXITAEREDHZ S X AL HIEY
(CL) 14K (1gG, 1gM) %°#71 CL- B ,GPI B & AR (1gG, IeM) DBIE R URZEREHER T, FX/10 /oEE
A—WREDHEETHLAEEEERNTDHERL,



<EZWOATI)—DERT>

Possiblex* Probable** | Definitexk*
A SERE
1. HIMERD H D O O O
2. B FX/10 RZIEDRIEFEEL O O @)
3. HIMAEKDEEIEEL O O @)
4. g EZEASM/MrREDBE IS EL O O @)
B. B&EMR
1.PTEAPTTER. UTOFX/10BEEEEDEE O O O
a. FX/10 &M (FX/10:.0) : ELE T -
b. FX/10 iR E(FX/10:Ag): ELET a~e3% | a~e®3% | a~ed3%
—DUEO | —DULEO | —DILO
c. FX/10 lLEHE GEE R E) : ELJUET
2. EEZWRRE
a. PT R APTT REREHBRA/EES—F a.bM>b
b. FX/10 1> EES— (REMNFIME) BN FE —2LEO
c. i FX/10 BERAHLFE @)
C. #AIZ2H
FILURBZRN O O

*; Possible ADETRUBI1 &iE-9+tD

**Probable :AD & T&iE1-L. B1 RUB2a%i#l=-L. COERTARESEKEELZRINLI=ED
**Probable2. AN £ T%iml=L. Bl RUB2b%i&E-L. COER T REEELXRINLI=DD
*xx; Definite: ADETHiET-L. Bl RUB2cFiiE-L. COEAN T REZEREBEZZFRMALI-BD




<EEETE>
BEITERICEFELDD (1)~ A)DWWTFhhZ1 B EREILFIZEEFELHRET S,

1. EfEH M

(1) AR A7 H M

(2)EEH. EEFFOLM(FIZIL. EEN. EHA. BN, K E. WER. iBE
M. BEE. BEERN. DER., I/ — AV MERBZHESH NS M)

()NESTOEE 8g/dL I TOBMBHZULNE 2¢/dL I EDBRLGEAEIOEVEERTZE
-9 Hm

(4)24 BRI 2 B LI ED 2 M&BH AU EFRIMEREMIZ B ELE T SHH M

2. BfEHMm

FELUSADETOEm**

*  AARGEIR R AR L METHAZE (UBAT) 38B(CTAHILEHRE
CEERMRUARMEOHMIE. EEICECTCLEMBEREEETAE

P Y K OVELE JE Sy B O S B8 T D B

L IR D ERRIER . AT REICE LT, B LI OREN 2 WVEAICIE, W
h@ﬁ@@%@%%wf%%biz&w(ttb WHIRIR DR A T ERRIEIRE T o T
RAREZR b DITR D, )
. TRIEBRAGR ST D EIEE D HIC OV CIE, YR EEME O T CIRENMTHON TV SIRET
ST, HIL6 AN TR LBEWVIRELEMAHN T2 L L35,
LB, FEROREN FFROEEESEETEU EICEY L2NWE TH L0, W ERZ kT
5 ENBEREDIZHONWTIL, ERERENROTR LT 5,



296 REIERASHIE

1. 8
AEERASHIE X AR CELRARIICRET SHEMEDEASIOFERETH D RIEMIZAFSME
EHBOWIENRIY  HRRBELANILTHNABEEDRAENROON S, £ADHK 86% TAMEIZHTS
BEDHAENZEDLN ., ZLOEFICEVTREHDEERESIIFNDALELSTHRNICETE LA TL
%, hHEITHITHFHESEE L 10,000 HAEIZ 1.3 ALSh, 1989 ENDITHNTLVS B AR EFHAEN
RRITLDLEERITIE 2021 £FETIZ 3,777 HIDEHF I THATLVS,

2. [REA
BRELTIIIRERF, ZEFEELETIL epigenetics (DNA DERFIZEILIZ LS VEIETFFHIZZE I -
BETHVRTL)DEEMNTREIN, CNETICTREIN-FRREL T BERBREER. VMILRRK
2. REEREER. ERNIRBEER) . BEMRRGELHHH ., RIEEBHALM T,

3. fEK
MERMMSIRMRLICKEL. FREE FEX. HEH. RBEREEGERET S, MHICE
NODIERDLHEY BT RRICHEITTEHIEN S, TSI OFICHESIERIZI K ORINESE
D=HIZHMERERTIBENHY . ADHK 44%TREMTRETEZZENMBNTNS, AR
ELTIRERSR - LR BEEEEE. T ZERAMRGELH D, N ELEERATILE TN,
2 TOMEHFITHETMFEZEDETHILIEIZES,

NNISE;- 97 3

REERASRIE NSO N DEH LT, RMRELE R DERRRZTOIN. REAGHEEZIICIEE
BEEEEEZNADLETHD, MHEERITIHFEICISCTHNBEZURL. FEHSVIIHMHBERYE
MAEITEIND, MRICEENBETIBERELLGEE L. ELDOEHETELS QOL AEFE=h TN
BDEBLREICIERBAICHFBIENDELLGD, T, DERT TICHREASEISETL. BEMAREF
MOENEAPRFTEGVNERICE, —REBENZREINSG_ELNDH D,

5 F#

FEEFASEAEFMICIYEBEHBEANEONIDIEEARDEEIEETH S, MIRICHKETIMAEELLT
[FREEREFIREREENR RO THS, BEXIEEEDH 40%ICHREL. iR BRHICRETIEFE
[CKRELRBEERIFT, FIIRETEE T HEEICRETIHIRE SIS TEEDEENS L, JH
ILED#IREIXRRICKVKREDHILEHMERT AIEEMEAHY | BB TTERE (X I/MREFLCHET
HMEE D EET T, FIBRETEE AV FLREE (FFMEEECMRMELERE) 2£C5H2E
BHY. FRICKELGFELE5ZAS, BCHTHRASZAOAFITELELDBMEIEHELZIEA. HDHLIE
RARICHRENEITT HIEEMTIELEL, 2021 FOLEZFOEHTIL 10 FBZFEFEN51.2%.



20 EHCHERFREMN 449%THD,

O BE#HIFEICHELEHE

1.

BEY(HN I EEERZHRELERFTER

422 N

FROME

TRHBEEMREE. VMILARE REEE. SXREER) . BECHRELGEDELDHRENEITS
NTLWBEHREH,)

RWEBERTE

REEL (FAZELEFNEEZURL. FEHOIVXMBEBYSERITI SN, FREZAESES
CEFTES ., BIELIGEICIFAFRBAE LS K EEALL, )

RHYPDHEE

DHE(BE-ETYIREICIVALIELDEFHE - MREICHT HEREET 51=H.)

HY (ARIHER DB ELEHY . )

BEEENE

EEESEERAVTEER2ULENRET D,

2

O 1F#ki=#tT
NNRAREDF VA REREBICEITIEFRKELUICEE QOL DE LO-HDHEHE
HRARE RALXKFRZFREFRARE MENARELE FEHR CEIER



<EEREE>
Definite ZXRET D,

A, FERBFLEIIRABHICREL. FHEFORIBRMATREERBESEZAMR T, BEFAHERES
R IZBITEEARBIEDIDDHBEDONT AAICHTIIFELLD,

B. #AIEZET
UTDOREEERNT S,
EERAEZELLRVHE R -ZLRAREMEHEEKE ., A XM ENRIE

L 20200 |

FREESM FHBETaN

. REEETF <
\

e

) H
2 mAWR AD(:- b\._-:.
b RHERAME :

Yy ~mf
b [/~ et S

\ 2 ..‘g"' v womn
" i;\ : ); Qf “(r »

a1 d WAy

REERRSRAE R B 7 48 ()

<zZWoAHhTI)—>
Definite: A Zifl=9"

<LEZE>

1. MR-AILFHRERR EREJILEVBOLERERSIEN S,
2. +EBRREIRET, BT DEAZROLEL,

3. ERBREMR



a. BEHEEREECEUTISRIRMEOVITNIAEET HIENSLY,
(7) triangular cord sign: FFFIER CRAARAT A D= AHEH S ETFIKESTI—, HEEH DL LHERE
TEHEL . FEA 4mm L EFEEEHITE,
() EEOERE JEBFEHBL VDD HEHTELGVIEAZ L, FLEENHEINDEETHE
ZFLETE CRREZBIUENEDHONLZENIENAZLY,
b. FFREES U F I ST TIIFBADRBERIIEETHSH. FA~OREH#IEROLNE
LY,

<EEESE>
BEEE2UEENRET S,

EEESEE. UTOEEEHERBICEVHIET D,

o EEEHTE

H¥/ EEE BgiRE  EEE1 EEE2 EEES
=Pa golo¥t - 1+

EERERRE S - 1+ 2+ 3+
FAARIE TTEESE - 1+ 2+ 3+
SREBHIR - 1+ 2+ 3+

B &Rk - 1+ 2+ 3+
FFiRefE=E - 1+ 2+ 3+

X BEEFOEREERRN—VLUBOEEEHERBEESHRE

X EEEHEEBORTRUVENDENEBZZIAEERELET D,

X OBEASOFISOVTIR. SNEEEE 1 UL, EEE2LUENEINIMDSIEE DREIZL>TRES
N BTLLEASISHFOHFEEZLELLELEL,

o SREEHIEER
1. BEi5oMmDIRE
1+ FRMGEEREEZROL0D,

A 2EOREFMR
A-1. HEV(BEBELEITELHD)
A-2. MERE: FIERGFTR
B. B35/ R
B-1. EEEQOHIRFIIBE
B-2. MZRRE TR ERE




2 A.BIRNTOMRZRHLHLD

2 ABOLWITIMZEEDHHLD

E A-2. BIMBKBOEE. M5 CRP ED LF . thD RIEZRET HATR
B-2:11;& ALP, ¥ -GTP (GGT), AST &£ALT LR
ALP: alkaline phosphatase, ¥ —=GTP (GGT): ¥ —glutamyltransferase

AST : asparate aminotransferase, ALT: alanine aminotransferase

HiE | A1 | BE BT>38°C
A-2: RAEFTR WBC (% 1,000/pL) <4, or >10
CRP (mg/dL) =1
B-1: HE T-Bil=2 (mg/dL)
B-2: | iR ERE ALP (IU) >15XSTD
Y-GTP (IU) >1.5%XSTD
AST (IU) >1.5X% STD
ALT (IU) >1.5x STD

* STD(standard): BJEHDFEFEFDTF—A

(TG18/TG13 BMEEXZMEENCDHE)
b. ARE LD EAEE
1+ BEITFLAICEEXREZ1EUEREL. ZOARMEHBESA1NARBEDOLD,
2+ BETFELURNICIEERICESARMEHABMSAIMNALULEFERBDOLD,
3+ BEITFLURNICEERICESARMEBEHESAFELULEDLD ., HAHWITEAEKMIEZ & G
L=5&,

3. MIARETTHERE
a. BiE-B-ErEHIE (FIRLTEEOZEEABRDH ARSI 2018 FWETIRNSDHRE)

1+, BIREZROLINZHIMETIILRL FEEHOFHIBRONELLELLGLVKEE,

2+. ZHHMMHHIKREZROLL0O T, ABRETEL. BARFBOFIRONELZETHKE, HHM
PEERARSE - B ERARE L (XM PIAR ESTAEE BV R VDR IICESE . Co MDD P2 UEDED . X
IHRFAREEDHDILD ., BFTMEHIREOZEELINIET S,
H IR AREZ RO DM, ARICKYar bO—LANETREL DD, BRTESHIRENIZE AL
nIZES 3,

3+. aAVPA— )L CEHRVEIREE MEEDH D,

+

b. agiibnd b
(7) Mies-BAiRmEER S EERZE(A-aDO2) = 15mmHg (65 & LL £ TlE>20mmHg)
) R YU rOFEER (QVFSAMLDIO—H5UNE 99mTc-MAA Bl > F)
1+, Pa0, NERK T 80mmHg Kiii, 60mmHg LI L (SEFT R X REEREAFE TIE 90~95%)
THREBOHEBRONEZDELLGLVIRE



2+. Pa0, MEMASR T 80mmHg Kifi. 60mmHg UL L (SEFR B R EEREEFE TIX 90~95%)
TEKEHDHIRONEEET HIREE,
3+. PaO, NERNZ T 60mmHg R (SERMR  BREEMELEFE TIEL 0% LUT),

FAARAN = ML AE (R IER T 2— MBIARMERMS MELE FEEH#R86) ho D E)
(7) BLDAT—TILERETO) (2)&H®ITHET
(1) FhEIARED L7 (LFRFFMEIARFEHE T 25mmHg KL E. M DM E#E L T3 Wood unit.
240dyne-sec cm™® Ll E)
(2) FEAREAE (EDLBEE) (FIEE (15mmHg LLF)
) MmRoFIILICTRE MR RELZL
() PIARAH = M EfE O EfE EHIE
1+ FiBARTE RS LT fE D F A& 7358 Stage1 E1=[L2DIKEE,
2+ FhENARE RS ML fiE D FEfEFE 7358 Stage3MIREE,
3+ [l BNARYE i I O ESE E 5748 Staged F1-IX5DIREE,

NYHA CH$RESHR

LR« 8% O REE) T EER

DO REETIEREH, FIREFENOCHIREND,

B @ UL OF REE TIERFEH, I IREEIE L HIRS D,
B EARIIRTERN S 5\ IT LR TS ERFE B

I

=2 B
A

WHO  fifis i EIEM#RES % (WHO-FC)

LR - B ORTEBHIC IR oD 7w i i EAE B

W38 D 5 RTE B T IR RN 57 . R0t E A AR TRy,

I BRSO IR O & 2 i ) i

LEFRREC I B AR IR AN 22\, M3 0D B AT B C IR R O3 7 . M oA e SN Z B,
M« BRIEBNCEE LR & 2 fifim i EAE R

LRRRFIZ B RAER DI 22V, Wi LU T O O S T &) TRER R EECHE ST R0 demh s EAE Z %,
IV © PAZREUIEE) G A CHR & 72 5 ifim i EAE R
INDLOBEITHOLAEDIERER L TV D,

LERRIRFIT b PR R R OV SUTE T 3B B D,

ENBHREE T Y BREROHEEN D 5,




8
el

Stage 1

Stage 2

Stage 3

Stage 4

Stage 5

BRIER. mPAP, Cl. iEHREEBORBLTEM/CTREH | \StageZRR

4. BRESIHIFR: performance status

BRER

WHO-FC/NYHA I~
1l

WHO-FC/NYHA I~
Il
WHO-FC/NYHA |~
1l

WHO-FC/NYHA Il
~IV

WHO-FC/NYHA il
~IV

WHO-FC/NYHA IV

FEAK

1+ HIAER, ZRE. B, FIAREFTEICHFIZDMDEKRDIH1DHLLUIEHZER

T BB AR E
(mPAP)

40>mPAP = 25
mmHg

mPAP 2 40 mmHg

mPAP 2 25 mmHg

mPAP 2 25 mmHg

mPAP = 25 mmHg

mPAP = 40 mmHg

DR (CI)

Clz25
L/min/m?

CI<25
L/min/m?

BRI MERE EEESEE

B 0 S SR I BE R

EEZL

EROBERICHKRS T

FEROERICHKRST

EROARILRST

PGI2F5##E - BT
MEEAIDEREE
IFEREROERE.
mPAP® & ICBIfR 7 <
Stage 5

B

Stage 1

Stage 2

BRIER

WHO-FC/NYHA I, Il

WHO-FC/NYHA I, Il

WHO-FC/NYHA |

DII—RETOZRFNE

WERKE (TRPG)

TRPG < 40 mmHg
Feld, ARBTRZL

TRPG = 40 mmHg

TRPG < 40 mmHg
Flid, ABRTREL

MmE R EER

AL

EAZL

Stage 4

Stage 5

WHO-FC/NYHA I~II
WHO-FC/NYHA il

WHO-FC/NYHA I, 1ll
WHO-FC/NYHA II, 1l

WHO-FC/NYHA IV

WHO-FC/NYHA IV

TRPG = 40 mmHg
TRPG = 40 mmHg
TRPG <40 mmHg
TRPG = 60 mmHg

TRPG <60mmHg

TRPG = 60 mmHg

A%
EADHRICEST
EADEEILKRST

EAOHEILKRST
PGI2#F#iH0E - B TR
AP DERZIBEIEWHO-FCH
H. mPAPOiicBAfR 7 <
Stage 5

BRIER, TRPG. BiMEMRREEBOHELTEBLI ROHB\StageZRR,

BRIk Stage 3 ML EISNYHAIBEL E & 1o B M EHREZ AL TV HEENRET B,

ZETLHN. CNIZEDBERFBDHBRONEELELLGVRE,

2+,

3+

Sy
~ /A75

HmnfER, BEAE, B, FIRETTEICHSITDMDIERDSILERELELT HEDE1DDH
LLIEE#HZER

ABREEL. CNICEDBREHOFIRONEEET HNRE,

ILHARETELSQOL Z2fAET HHE.

g, BERE, B, FIIRETEICHESIZDMDERDIE VT A DERDI O—

grade performance status

0 BERTHIFINTERIREIFTILGLBEALRFIZSDFERD.

1 BEOERLHY ARFBIEHREZ (T ST EFBOEEITES FIAETEVRESEHBLL.

2 HITOHORYDZEFTESN FKICOLABAND I ELH D, BHEIETEED BHD 50%LL LITEEBELTS.
3 SOEYICHLIEED LT TESH LIFLIEBIA LY, BhD50%LLEIEFRLTLNS.

4 FOEYDIELTES BISHBILN VY KLBRKELELLTILS,

1+ PS 1
2+ PS 2 or 3
3+ PS 4




5. HEYLRE BERABEEZRRET 58

a. RIEEE(BEROEAHEEEEEEORIT)

BE B DIEIR REIDIEIR
AL FEAE. HDNEEEATRLLL FEAE. HDNEEEATRLLL

1 FFICAXLXT B0 FICENMKTIRIETE |MBEROIAICEND FICEBLTRUZIET
g |4 10, JKENSD,

BE |FYKRITESEL,

2 |BICEFESNE BUREE, —ERTFEY. H

L FEHIHEIN, FEITIEESFTE, FEHD=D
ICENREHBZEIEAL,

3
FEE |ATROTNS,

BECHY . ANBFTTHIE EADTHIZA545L.

FESTCENRD D, VWERETHE—BIEEND
M EBEHDOSILICIRYVENSES,

4 |WTHoTHLLNGNER, BONTEESES
BE [TETETEHGYLESZERBLFISONGL,

FESTIREA LN, LESBW RTINS
B BEFTFETEAD B D,

1+ LEEDIEBEDEH
2+, LEED2RIEIIEEDEH
3+ LEDAEEDEH

b. BRRES
1+ R SD Xa7A-15SD LI
2+ BRSD Ra7M-2SDUTF
3+ BERK SD Xa7hA-25SDUTF

6. RFH#EEEZ OM: FRMT—2 K% U Child-Pugh score

a. mRT—%
1+, TREROEEEEN2RIIULROHLNDED,
b. Child—Pugh score
2+ 7~91
3+ 10mLLE
=)
A R 5 1| 7ILIZY 2.8g/dL Kt
B &5l 2 | MFREYILEY 5.0mg/dL Ll E
3| AST 200 Bifsi Ll b
C &5l
4 | ALT 200 Efi Ll E
D %3l 5| GGTP 200 Efi Ll E

(HAEMEREBRBARERCETOMERBROEEREIENODRE)




Child—Pugh A7

A7 1R 23| 3R
A fEE %L I-I° m-v°
K L BE PEE
Bil (mg/dL) <2 2-3 K
Alb (g/dL) 3.5¢ 2.8-35 <28
PT (%) 70%< 40-70% <40%

SR WTHE N OVEE FE A3 B DTS2 36 1T % B IR
1.

RN W D EERIER . BT AT L€, WA BICRBROBREN 2 WA, Wi
NOFFAO L DEHANTHELX 2R (272 L, YRR ofkimz ~ 4 ERIERETh - T, ik
SRATRER B DICIR D, ),

- RRBRAGTE ISR D BAEE IS oW TR, U EZEREELO T THREMTONA T HRETH

2T, [HIT6 2 H AT b VIR %[:Efﬁﬁ VHIET 5 Z L &5,

C B JEROBREN EROEIEE NS T EU RISEY LRWE TH D08, MBI 2 ki3

D2 EMPEREDIZHONTIL, EEERONGE LT 5,



T
298 EIGMRER

1. &

BEEEREE, BEICIVEEBRDZSHTIREERTHS, BIEEERDERLLT Gross [F.
OmBHEICSALULDEREFIZRD . QFEFERAE. QRXEWELLEBEBADBRALEZLNDLD
HEBHLNT . @2t LU ETEENRELTNDIEEZEITTLS, BEAETIEDFLITHEVBARELR
EEZ/LIEHNRELT-. EEFBEAEAERARICET IAEARMDORELI-ERRZEELEIC
EO=2MHEnd,

2. RE

FRREGEFERLLT. A FA=ZYINITL /=52 (PRSST)EIGFEEMNTAE. BN BENI T
AV EES—(SPINKT) B FEEMNKIBE. ZDM-FANNIBN SN D, BEXREDE —BREL. B
REMRATONI T/ —FoOEMMEEMHIETH D, EERNIZITEMREDORN) T/ —F U E M. &
SITEMIELIZNIT OO EN T B0 EEBEROEMRLIZ&L S B 2 HIEI SEREESF 5= DRhfEkiE
DFEELTLNS, PRSST BIEFERBICEY . MTLUDFEHRIE-FEMHIEDT NSV ANELDEN)T
DUDEHRIEEIEDNEC, BRERET HEEZAONTIND, LMLENS, SPINK BRFIZHITERS
DEE(pN34S ZE) ICLIERREMF IEBPAINTELT | FB3FDORAZATEHRREGTFEEZR
7. FREEILBASH TIEAEL,

3. fER
HIEF 10 FUTHAZL HIRHAKVEER. B, B, THEEDSMEEREREEREL. 2<(LE
TEBERANEHEITL, BN D B EER S CREIRRES RICEHT 5, HAILERRIEDT-OD ARCER
AV PA—ILD=OIZRREABEOHNF FHHADEELIERBLZ L,

4. BEE
ERDaAVEO—)LE BERN D WEE ISR T HREBEEEVI-REREICEETY ., IRABEX
A AW
5. %t

— DRI RICH R TEGREE RO FRESINDELECERABSRNIED RIEHIRIE - FHFi
LEELLRYOT =0, BN IMEEETR 2 OERRESEICEHL. QOL FELIETT 5, EHITER
MEXEEOEERERII—RAODFNELRT, $ 50 £1D5 90 ZEESETHD. PAEDEEH
EITHTOBEREEBRIL S0 T 7.1%. 70 i T 22.8% TH>T=



O BE#HIFEICHELEHE

1.

BER SN EEERZIKREILNRFTER

100 AR

RIRDIEE
FR(EITMNITOOOFHE - REELICETEEFEREICLSIENBEINATIND, )
MRMIEERAE

REEL (BEN B RN EBER RIT T OXEREICEEF D, )

RHDEE

WE

HY (ARMIERDZEEEDHY., )

BEEENLE

O MEXAREFERE1FEIC1ELULEREILTNSEES

OBEN D MHBER S RIFAVR) U EEVLELT HEMERRZRDHI5E
FEELL.HRET D,

BN S EEER 2SOV TIE, BHEE X DOZEIER G415 % L T BT-PABA(PFD)Z BR A0 M i ES
REOET(ERT7IZ—E. Y/N—H) . RBENFGA—F—HaLRTO—)L, 1B 4L DBRER
REVBHEPRERDLEDERKRERELLICRENICEHT 5,

O 1F#ki=#tT
UNRE-BITHZEO2BNRCEET 2RV HAEFREEED uﬂﬁﬁﬁnj
HRARE RALXKFREZREFZFRARE DMNEARZESE FEHR CE



<BMEE>

BRESMEERHIVITIEEER BEZRUVEED) EHT. UTOO~@N4EED>50%HE-THE.
HHEINEQD.B. DD ETEHT-TIHE. BitEEREZE NS,
(Djﬁd-:‘y%')?"&/—’r“‘/(PRssn BEFD p.R122H 720 L p.N29l ZEMNZEOHOND
QtERIChMboT  EXRBEE2AULDOREENHD
QK ELT NDERBE T KEFBELGEBEELDOAELEEZONLLDOMNRH LN
@E—tHRDIGE ., PIEELTADBEEIL 40 MUTTRIELTLDS

<ENTIhOEE>

SRR

1. EEERICAHEERELERENH S,

2. MAPXIIRPICEERROLELNHD,

3. BEK.CT XIXMRI CHRICAMERICHESEEFRELAH D,

EERRIEEF2IHE LU EEH-L. thDERERUVESMERELRNLI-LDEEEREZEHT 5,
I ERBRIEEEEOENED (BET7IS—C. UN—ERE)FRETHIENEELL,

BREUESMERERX
IR OBMEEEE-ST . SMERXREEEZERERET LD THS. E<EHNMNERIZLDEDEH
RSN TS BIEHEEXD—EILEFNDEEZILOND,

1SR &

EHERXDOZMIEER
O HMRTERRTR
QFF R HRIE AT R
QKRBT D LIEEERILE LR
@I X IFRFEBRREOEE
GOSN 7 bES
®1 B 60g LI E@TH/—)LIRE) DT SEERE X (X XEEEER
FEE
DaMEROBEE
IEHERTEDS a. b DLVThNARDOLND,
a. DX IZQDHEEZR,
b. DXIZQD#REZIRLE. QDODS5H21H LI L,
BHEXERDZ OXITQDERZFENRDOLNS,
BHESMREEL . Q~DDWLWT N MIIEE UL LR SR D EERAT R A
mHohd,



T 1B E . FRICEE. BRERILENREEEIPMN OBV EETHS.
F 20, Q0VWTHERHT . Q~DDOWVWITNHDH I EEULFTREG DL, REIBMEERCERT HEGRARAHER
ENT MMORBEABESNDLDEEMEERERZHIET 5, BBZHICIF EUS ZECERBMEITICEMNEELLY,

I 3Q~DonIFhh 2 HEENAHBELRHABRMEEXDERTRERTENDIL. tHOREABTESNDILOIT RIS
REZHIELT IBRVEBEENLETHS, (R BHELEROREICOVTE. RATFTREENTILENHD.

SRR DEMIER
OFBHRERAT R
BEHR UTOLWThhLEHLND,
a. EERNDHER.
b. E2IKIZH AT HEREVLVEEDRIKIE,
c. MRCP X[ ERCP RIZHE T, TEEDFHRANG ILREKICESARITFFICH T 0 RKE
EDFRANGHEE D LR
d. ERCP ZIZEL\T, FEENEALEARGETHERIIRELTWDIEE . FLBERAOFEEL
D ERFEE DR B HLER.
EREZHR . UTOLWThhARHLNS,
a. MRCP XI[& ERCP BIZHEWT. BELKICTTHZFIZHMT EREEDFRANGHLR, TEE
HDATHANGHRR. EEEDOLT b,
b. CT IZEWL T, TEEDTRAUNGUVFEAMDILREXICEDEROEHE,
c. USEUS)IZEWT. EROHBAX FEBRLEBEDNSAEITI— RIFTEE DR RAGHREFD

FEDE R OEE,
QFFHMIIE BT R
HZMR BESZDORELRHEIEHIBRBIND, BEMHIEIEEIT/NERMICEREIN., NESKEETIK.
WhRAEERRELET,

EREDI R ERENBEL ., REAINERII/NER - PERICETESND,

@I RIFRPEEREDES
LUTOWFThhh@BHoND,
a. MAEERAEGRL TEYRICHEYVERERZBEA T ERHOVFEETRRBITIET,
b. FRAPEEERAERL TEBEEICH-YERHEREZEATESR,

OB mEE
BT-PABA REX(PFD itER)THRth PABA HEMZEDAOLANGZIETSE2RD5S.
®1 B 60g UL T2/ —ILIRE)DEGTLHEERX LEXEEEEFEE



BHIEMEXOEGRAR
a.b DLWThhARHEND,
aLlFIZRY EUS AR 4 IBEDSH, NXIF 2)Z2EL 2 IBALULEARHONS, NRKRXITERRK
B I 3—(Hyperechoic focilnon—shadowinglor Strands) 2)%3Z T a—(Lobularity)
N FFEEHR AR S T 1—(Hyperechoic MPD margin)
)5 ¥ BEE YR (Dilated side branches)
b.MRCP X[ ERCP {&T.3 AL EDAHEEEICFRAGHRAROHOND,

*UTRA L BEROCEREROEBLEREN RO TNDEILES,

*2“ M EEER" DR ITIEBETIS—E  U_A—E M TV ISRE—E 1 GEBEREEOBVLOEANS,

*3“BT-PABA FHER(PFD ZRERIC31THR T PABA HEMEDET " LIE. 6 BEREIHEMEE 705 FE L, EHEIRER T H2ENEELLY,

4 BREEBETFREEF. DFAZVINIT L /—7 U (PRSSNEEF D pR122H TR pN29l TR, R IBIENI TS oA EE2—(SPINKDIEIR
FD pN34S EED c.194+2T>C TELGE | BEREDEENHEISNTNDLDEET

<EEESE>

 AMEXRETEA1FEITIEIMERILTVSIGS
2. BN MEEER 2 RIFAV R VIR BV EES DM RERFEROHD5E
ERE1. 200VThMDULERB-TIHEEEFELL. HRET D,
RSN MEEER 21TV T, BEEXDZHIEEG®15% L T BT-PABAPFD)FER M h R R ED
BT @ER7IS—E. J/—8) RB/N\GA—E—>HaLATO—)L, h RN GEDREMR L. IBIHE
VHRERDGEDBRRIEREL LI AT 5,

%%ﬁﬁﬁoiff FOMISIZIIT 5B FHE

1. WA ZWITHW D R E%\@E%ﬁ#:%bf WY FICRFBE O EN 2 W AITIE, W
ﬂ@ﬁ#%ﬁ@%@%ﬁﬁb\f%i‘ébﬁiiﬁb\ (7721, MR ORI & T BRRIERE CTh > T, il
RAREZR D DIZIR D, ),

2. IREBIAL IR A EAEE SISOV T, MU EZERO T CIRENMTDIL TV S REE
ST, [HT 6 7 H M The b VIR TE %E%ﬁ%%#é LT B,

3. ek, JEROREN ERROBEEEDEETEU RIS LW E TH 508, mEERER kT
L EDMEREDITHONWTIL, ERERONR LT 5,



300 I1gG4 B EfKEE

O HM=

1.

M=

ARBIYREESNEHLOBEZELTERSN TV S, REEE PG 5G4 SEICMA. Y/ BkE
eG4 BEREMBEOZELRRERMAEICIY. RFEH SO IXEREICS 5 R DB X OREE - IE
EHRELGEERDIRETADKETHS, BEMIBIFELTIIER. BE . RIR-ERR. PREFRER.
KRR i, BFAE. JHAEE . BN, ATILAR. RARAR. BhAR. U2/ B KB, FLIRGEDN RO N TS, WK
NEBBBRIRUVEHEELLTORBERIT AL SV E—RBRREDEELHE. BORE
PERE R ORRERR X (S0 VR GENRBMRETHD. . BOREMEER IRECEERE
RPN NN FNERTIGEENH D BRNICIEIBEFRECKVELGSERETEL. BIFEKX.
FEEIC&BEAZE. EBERCMRRE. RECHEIBHRERT2LERICERGEHEZHILAD
%, BEREMFDOESAEZEZONTEY. ATAMREBRNE—BIREGLHH. HE. PEIICEoTELS
DHITHENRONIHEEDEETHS.

FRIETHATHLON. FEECHADOFE. I1H 1G4 FIE. G4 BEREMRIZRE. ATO/RDH
DGELY, BERERRELEION TS,

- ER

BEINIEHRICLOT ERIERLGIN  HEDLEVELDELTTREDLDNH D,
a)fiEMEE

b) L RE BRI AR

BT

d)iRARFERR

e)HE &K AR IEAR

HKEE

M BHRAEIK (25, MISHEE)

h¥ERRIRIZfES O824 E

ARE

ATAMERENE-BRETHY . LBEMESRAETEAL., TORBEFRIEZTI. HEFRELX1~3
FLL. BREMHIFINTOBEEEHIELTEELD, LIELIEERZROSH . BREOABREIIHEILS
NTULVRLY,

5.

ZLDBITRATAARBRARNYT D, EBE. PEICE>TEZLDHFI (FI+ ) THEISRLND, 5E
BEEHARFLALY,



O EHOHEIHELEIE
1. BEH
#9 8,000 A
2. FEFOHE
TH(BERERFENEZLATINS,)
3. MEMIAESE
REEIL (RTOARME—SBIRE, thib SOV TOHE— RBIZEON T, BREEOAEITREEL)
4. REDEE
PHE (I Zk->TELEEHT S, )
5. BETEE
HY FHRIHER O DI EESY)
6. EfEENE
TROEEENECEEHNERTRET S,
BRIE CAEN ATES
e L b B A
BIE: AT O/ ARIKEEH BV TERHI T ABLTLERREEAES,

O fEiE#HT
BAEFBEHAMREFRRMAESE R G4 BEXRE IICET HREVE
MERRE RBRFHESAE &R FEM



<M TE>
1sG4 BER B DZMITERMICT, BEZWELEICLDIDET DD, LLTD 2~5 DENETNDIERAIZ
MEZICIYZHSN-LDELENHDHELET D,

1)IeGARER B IR A%
LI MDefinite. ProbableZx{ & &3 3,

1. BRERMIICHE — R (IEHEF NGV FAEH SWNIRBHHEEK. [EE. 586, EEHREERD
%
2. MiRFHIZH1gGAMSE (135mg/dLLL L) %528 B,
3. REMABFEMICUTOIEEF2OFRDH S,
afHigAr R - FAG) /K REHROZRECARHELERD S,
b.lgG4A5 T4 72 B #ARE ;2 eG4/ 1eGIG EMRE L 40% LU E . M DIeGARS T B #IREAN10/HPFERE R 5,
c. HEMEIRHIELTEERBHLHIVIFAEREBIRROVWT IO ERD S,

<EEohTI)—>

Definite: 1M D2MD3%i1=7
Probable: 1M D3%i#1=9
Possible: 1M\ D2% =9

=L, TESRYMBBBMZEMA T, FRIBHOEMLES (. B/ BRE) LEMUEE(Cz—JL
UREIREE, RFEME S ZRMEBIEMEE X, FrvRILIUR. ZREERERRHEE. 2HROEXEAFE
fE. LM = R PRI S RIME RMERAFEELE) LB THIENERTH D,

Fr- KBRMERRBOERFRE (B, BER. PRAE. REE. IERELE) T, +570EMARIR
TEY . AREZAVTHRANICEOMER THoTLREMBREDSHEEZR-THSICIBMT 5.



2)BCREMERER
LLF @ Definite. Probable. Possible Zx1%& &9 3,

A. &ZHIER
1. EREX:
a. UFAMIEX (diffuse)
b. BREMEEX (segmental/focal)
2. THEEDFBIHMIE ERP
mFEZFHIFT R
& lgG4 MJE (135mg/dL L L)
4. REFMR . UTO7~IDOMRDSL.
a. 3DLLEEFEDS
b. 22%RHD
(T)EED) 5k, REMROZEL, Rl
(A)SEIL1REF A=Y 10 EZHEZ 5 1G4 5 1ER Efi=H
() TR 4R # 1L (storiform fibrosis)
() FAZE M F2Kk # (obliterative phlebitis)
5. BENRE FELEREE 2. AL MEIRAR K - R AR 2¢ . R REIRIRMEAE
a. EEF_E"H'_%
RATRRUEGRFTRIZEWNT, BN BE OELHEREE 2 BILTERR A -BRIR X (20 vY
(M.kuncz)r)&éh\(i&ﬂﬁﬁ;ﬁ%ﬁrk ST TE S,
b. WEFHRE
AL EREE & BREMERAR 2 - R AR & . RIBIRBRHE D FEMGRERREZZEDS
T3 ATAARBEDHER
EMEEICEVTIE, BERECEEEERMRIC. ATAMNZLDEENREZZHIBERIZET LD
TE5. BEMERBEOEANNHLWVGES ITBERNRE T ZFES5] (EUS—FNA) #ilgE2 E TITo>THS
CENZFLLD REZHLGEMREROBRNZELE ATAMMNREIZL SR Ha R L8

(FHRETHS,

<EEOhTIV—>
Definite1 (WEAE!) : 1a ™D (3, 4b, 5a, 5b D361 DLULE) Fi#EI-T
Definite2 (FRBEY) : 1b MD2MD (3. 4b, 5a. 5b D5H2DLUE) ZiH=F
1b M D2MD (3. 4b, 5a, 5b D5H51D) +ATLav &4
Definite3 (JRERHAM P HIRERS) - 4a T iHET=T
Probable: Possible DEEMN DA T3 w9
PossibleXX1: BEREMEXRERET HRFHMEERETE T H5ITERP BAGONLENS1HE. (EUS-
FNA TREZEZ RSV /D (3. 4b, 5a, 5b D1 DLL L) ZimE =9
X1EAETEEBO TENLG2ROAREELH S,



3)1gG4 BE:ERE{EHEARE 2
Definite. Probable Zx{& &9 5,

A. ZHIEE
1. BEEGRECTHRA-FHEEICUFEAL. HHVEIREBEDFHHEMIREGEEREZ IR
MREZRDHD,
2. MERFHIIE 1gG4 MIE (135mg/dL LA E)ZH D,
3. BOREMMER. 0G4 BERR - ERIRK. 2G4 HERBERBEDOVTAADEHZRDD,
4. EEEICUTOREBHEBFHARZED S,
a. BERU /B, REMEDZESRMEE
b. RIL11REFH=Y 10 AZEE R 5 1sG4 BT BRI
c. TEZEIRERHEAE (storiform fibrosis)
d. BAZEM5%0R 2 (obliterative phlebitis)
73y  ATOMRERBOHE
IEELAROBE RNRETZERIES| % (Endoscopic ultrasound-guided fine needle aspiration.
EUS-FNA) ZEUHRERED TELEMERICE L TIE., BEECEELE DEBEHERERIMRIC.
ATAARCEHBEDRZZHIBABICETIENTESD,

<EEohTI)—>

Definite1: 1M D3% 19

Definite2: 1MD2MD4a MD4b EiFiT-F
Definite3:4a M D4b M D4c Zifif=7
Definite4: 4a M™D4b MD4d Eiif=
Probable: 1M D2 DA T avEiEt-9
Possible: 1M\ D2% =9

=L BERECEEGREDEMLRE. REMELCEEERXCRENASHM T RIEELEBEXE
PRV T DENDBETH D, BEEEE B I-SLUA, BRRAIIC 1G4 BEEE LB XNETE TELL
5. RBICATOAMRBRETHT ICEFERICENT A ENEETH D,



4)IgG4 BAERIF-BERVELRIFFE
Definite Zxt R &ET 5,

A. ZErIEH
1. RR-BETIR-BTROFHGEEGHMHALL) . WFEIC2RT UL DIEREFZED S,
2. MERFMITE 1G4 MAE (135mg/dL LA L) ZFERH D,
3. RER - ERAR AR BT 1G4 [ RL B MR R GRIL KSR EF T 1gG4/1gG HY 50% LA L) ZE26
B

B. A2
DI UUEERE. FIILAMR—V R v RILIUR. SRMERMEAFEE. Bt/ &,
B EEBRNT B,

<gZohTI)—>
Definite1 : A1MDA2MNDOB%ET-9
Definite2 : A1 DA3MDOBEFET-



5)IgG4 BEEE fER
Definite. Probable Zx{& &9 5,

A. ZHIEE
1. [RFTR. BRERBICAIOADEREZRSD . MRREICTE lgG MIE. EMHAMAE. 5 IgE MADL
ITHNERDHD
B ERHEMCERERR (VFEFALEBTEXR. EXEOZSHMEELTRE ., ERMHEEE
(hypovascular) . B E2ERERE)EEHS
3. MiKRFHIZE 1gG4 MfE (135mg/dL LA E) Eﬁ&bé
4. BiEOREMABFHICUTO2ODRERD
a. BB /NER, REHROREERDD, 1120, 1gG4/1gGi5TEMAR EE40% LU £ . RIKIgGAFS RS
BHREMN10/HPFEBZ 5,
b. REMEEERYEOHFEMGIRHELEREDDS
a. BERLS ORifER ORI BFAICFRLG) VK REHROREERD S, =120, 1gG4/1sG5
4 HBRE EE40% LU E A DIgGARS 4 2 B MR AN 10/HPFE#E R 5 o
b. 1R7 LI EDIRER. HTH%L((;:‘-;E‘FH%G)HEHE 1R EHEREMERICHEMNGEEGR. HLLE
FEEREEDEGFIEOVTANERD

B. #AlES
R E AR S SR ME R ERSFIEE. TRk ZRME XEAFIEE. REMRELSE
ERZH EDENRSE BEMYUNE, BE(REKERELE), BEE. BEBX. 2EMEXMR
HERE. IILOMF— R, Ea)wzraa

<EEOhTIV—> (f=1-LB. EREEZENT S, )
Definite1: 1M D3MD4ahD4bZEiEmT-L. BOKEFRINTES
Definite2: 2MD3MD4ahD4bZEiET-L. BOKREFRINTES
Definite3: 2MD3MD5aZimf-L. BOKREZRINTED
Definite4 : 1M D3MD4ahD5a Fi=(I5bZiHT=L. BOKELRNTES
Definite5: 2M D3MD4aMD5b%iT-L . BOKREBEMRNTEZS
Probable1:1MD4amD4b% =L, BOKEEERINTES
Probable2:2MD4amD4b% =L, BOKEEZRINTES
Probable3:2MD5a%iif-L. BOEEZRINTED
Probable4 : 2MD3MD5bZ i -L. BOKREBZRNTES
Possible1: 1M D3% L. BOKEZRNTES
Possible2: 2 D3% L. BOKREZRNTES
Possible3: 1M D4aZ%iiiif=L. BOKRBZRINTES
Possible4: 2MD4a%iif-L. BDEEZERINTED
Possible5: 2MD5b%iifif=L. BOKREZRINTES



6) 1G4 BEEXENRE B 2/ ENARE B % . & EIEARHEAE
Definite. Probable Zx{& &9 5,

A. PERIEE
1. CT IZLBEBREZWIZHENT, UTDEILFRREEZEDHS.
a. BIIREE (SMEEDDEREMRE (BUXEEM)*,2.34, LLLIXE FEKER R EERE
b. BEMNDREEEICMNITTHDIRESERLE*S
c. BBNEEEOHRIKEEE (XIZHEAIT)
2. MEFMITE 1gG4 MfE (135mg/dL LA E)EFRDHD.
3. REMBFEMIZ. LTO7 ~ITOMBRREDSS.
a7 . A.IBLET 1. TZEH 5.
b7 . A DHERDD.
(7)EBRGZ) 2/ k- R B HIRAR B 4R 4E1E*6,7.8
(1)1gG4 EMHER EHRDZERLEHE
ERIRIK 1G4 FBTER EHIREEL> 10 18/hpf M D IgG4/1gG tE>40%
UIRRARLK (G4 HERR % > 30 {B/hpf. 1gG4/1gG L >40% M DG MDD UV FA S M)
() {EEEIR$EHE L (storiform fibrosis)
(T)FAZEMFRIR A (obliterative phlebitis)
4. thfigizs CRAR-IRARZE. HERER. M. BBE. B, DLIIMICEEZHEE, HHULE., FEBD
¥ ENDHELEOHZICERTIMRZREDS.

<EEohTI)—>
Definite (#52) : 1(a/b/c)+3a HBHLNE 1(a/b/c)+2+4 Zimt=3HD*9
Probable ($#£52) : 3a HAHLME 1(a/b/c)+3b $HBLMI1(a/b/c)+4 ZFimf=FHD*9
Possible (£852) :3b »AULME 1(a/b/c)+2 ZifiT=3 HD*9

*1 KIMETIERBEO/MEZFEHLLGEND, PREIR EEIRGE) TIEREER/MEZESITENHS.

*2 MERILER EIIREZEIGELEDLLRWNGEELH S,

*3 EIARME(L CMEROMRE. REMRE HEK. B 8540, hERX. BRIV /NE, ERE.
Erdheim—Chester JRZEMDIRREICKLSMEREDEIL THRATESIHZEERNT S,

*4 KENR~HRE B EAR~NIEEBRES SUHRENR GEEINR, L AERBIARACHE ENARGE O KEIAR
MoD— R/ZRADITHFET S
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1. #§}E
RAIVINT SRS (TRE BIEIRS) LMX1B BEETIEE. MERTE. REFTDEEBH DL
ER . BB OAIKEIE (liac horn) | HEEDEMERE4THET IETHEETHS, LELIELEEZ
FEL. —HIEIRPABF2ICETT 5. [RRIE LMXIBEIGTFEETHD,
M.RER.BBELCEDEEHDLT . BELITEEY DR AL/ AT FEMEBERBIE (nail-patella-like
renal disease:NPLRD) W E KD EIMEREKAELEREICH, LIMXIB B FEEZRRET HHIHFE
5. cho—EDNKEBHIL LMXIBEAETELFEN S,
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FAIVNTIEEBEDOREIL LMXIB DEBIZFEETHD, REFEBEDKE 7 (9FEQ IZHE T
LMX1BBIEFEENRESN., CNETIZ 130 BELULEDEENHRESNTINS,

F7= NPLRD O—8ERDEHFIT LMX1B BIEFEEMNREIN TS, SHITRER S —I T RE M D
HHIZKY, BRSEERBRKAFELERECRTOMNFRERERTIO—EERERBEEICSENTE LMXIB
EENRNEEINEEENH D,

BEREAN—XLELTIEINODEFIETWVThE LMXT1B ERIZKDBHRBRA L R MEHEREEE A
#EIND,
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Definite ZXRET D,

A. ¥IEH
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THH. ZFHROMEADHEET DHHEC. MET HEELCSCKRIN, B, BIRENALNDELH
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B. Bl1BEE
1. REBBETE
2. FHEAEER
3. BEOARKER

C. BFMBRE
LMX1BEILFDATOESAKER

D. #iRIZZ kT
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(2) LMX1B BB DB R
Definite Zxt &R &9 %,

A. ¥I18H
1. BEE (WR(EMT1+ULE). EER(BREB 0.15g/gCr LI L) RILBHEREES (eGFR<90mML/ %
/1.73m? L))
2. RAIVINTIERE QM REEEFH -S40,

B. BIEH
BARERAEEROHFHMWERRR
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BMETHEEBHEHTHD. CCTIE MABENER SN TV SEFEDIE, BICIEE#RITIEESNTLY
5. 7)AE) BEE R BEIEEE. TNF SBWREER MRS, ToVERE. RiktihhiEs. 5
IgD FEMRRE. % - EATAEIRSE . LIRS B R RS & - AR RIE - 7 U REIEREFZPRL V=  NLRCAE
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NLRCAEEETIL IL-18 & IL-18 NBRIELESHh, B ELAERT . BEE. LRHARERX. <
OAT77—E ML EEIE B RIE IR ERAVEREE2 T 5. ADA2RIGRE TIE, EICHEIARICRIEA RS
Y, #EEE S RBARRICEUL-EEEERERET . TAILNT A I T4 —VERBREIEELFESE
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IL-18 NBREIELESNRENERINS, ADA2RIESE(L ADA2H FEI—R 9% ADAZ EIFEEITEK
YRAET HEEBABIEER (SMHER) RETHS, BETEMEEH ADA2DREHIEL, Mg 7T/
DUREDEBEMNLGEFRNME REL(RET HAEEMEMNHERIN TS, — A ADA2ICIEREREFEL
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Definite., Probable Zx{& &9 5,

A, FEIK
1. ¥I5E. ERPHRED
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3. Ht 9 S THRF DG RIENR

B. &R
1. RIERTRIGM
2. MEFIL-18 S
3. ¥YA77—UiE ML E IR EE

C. BZFHBRE
NLRC4 B FITKEFELTEEZENH S,

<EEOhTIV—>
Definite: AM2IEE +BMD2IEH +C%iflif=d
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Definite. Probable %t & &9 3,

A. fEIR
1. #RYIRI FE
2. BIREROLA/—ERLGE D EEER
3. FELENGE OBREIRK

B. REMR
1. BEMRRE B I (IS i) S ECHIRBOFE
2 HBBRE MEXOEE
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C. BEnFHRE
ADAZ BIGFITHRER AR EREZRERERIIESRATORESTRED S,
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1. BEREBEEE(7~VD1EBLL)
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Definite, Probable #x{ &R &9 5,

A. fEIR
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B. RAMR
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2. EHMBHE
3. $tRIGHERIBIE
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