O HM=

1. BIE
BENHMNMFATEREINDEGCEFHREDRM, HERMICEDLEELIDDELGIERENETND LS
NTLED, CNETOECA AR TRMBRYEREASIEMBEIANNF—I(BEERBTER (S
BIR))  [ZFRIFNF— | (RREAREBEEER(HHER)) . IRREEEM I/ N\F— (BR BRI
B R (BHEEER)) DIRENFLELTHRESNTVS, WITNEERBICEVWTRRESNERTHD,

2. RAE

MEERY ZRAZ R MBS A /NF— &, D7 IVBRE SRR O RERETI NS5 GNEERFNDI
AU RERIZKYS T IVEEEREEMNME T T D ETRIET D, [SFRIANF—IF. BHFEHIXO
T4—2B B EELL, DYSFEEFDERICESHBIRIEEICRARISIERESRTIIV) O DORIBETH
%, 05, TIREEERMESANF— IOREERFELT LRPI2, GIPCT, NOTCHZNLC, RILPLT @) CGG
FITLyRE—MERDAEE SN AFBIZH T HTRIFGER L ES A /NNF— 15O KF . LRPI2, GIPCI,
NOTCHZNLC DWW NMZE—MBERZE 5L MESNTz, F=fZL. IIREEERFMBIF/N\F—1&
FEESNAH O HBIZIE, EREICIE., BRKRREFENICFEL T SRBEERH RO T —ITEELTLSH
1H5,

3. fE4K
MEEYZERZE IR MBI IA /NF— 1T 10 KBRF ~30 KEBFITIFTTREL. FIREHERICHRERE
TH, EITTIEAEMBERIND FEZMNICBRIUEROBIRESEMET S, [ ZFRIANF—E,
10 KRB ~30 REBFICREL. EICTREDFHENBININETTILEMBLRESIND, FEZH
([CIEAR R DR - BEETEIEFETHY., IE CK ENBEICLRET S, RFERGCESA/SF—11E.
BERAR~EFEHICHTTREL., RETE. BERESHES. B TESCMA T HFICTR=EH%
BIIANF—2ET S, FHREENICITERYERERD S,

4. BEE
BRI L2508, £-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 EEERZBELRFTER
294 A

2. RRDEE
THGEGFEENTEIA TN, )

3. SIRMGEAERAE
REEIL (RAREEEGL, )

4. REIDEE
LEGETHETHD.)
HY CERBIZIA/RF—ZHE %)

6. EfEEREE
Barthel Index ZFL T, 85 LU TERERET S,

O fE#iR#HT
[F A HREICRET SREHRE
MERKRE RAKXRFRXFZREFRVEHRFREARTE R FAER



<EBoMREZE>

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

1) ZRFRIZF/NF—

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

4) DM D= BRI A /NF—

1) Z3FRI= A/ S F— (MIM# 254130, Miyoshi myopathy, Distal dysferlinopathy) 2 i & 4
A. BRERHIHHE
a. BRBKRBMER(HMHEER) XITMSEHE
b. EITHDHNETRUMER: THRETHE. FICHEHINESND,

B. dysferlin @ E¥4fh
a. dysferlin Ri8 (BEHEHRE L BRIV RE T OV MERT)
b. DYSF (dysferlin) B FDHREZE SR XIFEEATOESREE

C. HAIFZH
Fife PR A 255 1
RUFERLEAMMOBER OERMEIA/NF—EET,)
- RRER R R
§ BB 2 1O 55 A
DB RAT—
-SRMHR

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

<BEHIE>
B PR B 45 1
- FAEEERE 30 METIZELY,
ETTNISERIF O AETHAEERT S,
S ER TERIMEZE 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 @ 54l
-CD14 (G4 2/ BRD I TR A2 T Oy MET T dysferlin X8



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

A. BRERBIFFE
a. BRBKBMER (SHER) RITMFELE
b. EITHDEHNET RUHHZEMR  ATEEH CRIREGH . KNEHNRINDSH, KBRMEER X
E<I RN,

B. HERFR
BEY ERE S A IR

C. BInFHRE
GNEBIEFDHREESERIFEE~NTOESRELE

D. #AIZH
Fifa PR By 885 7
R HERLEAMMOHER hOBREEIANF—EEL,)
- HIZRMERE
REBF A8 A
-BEYZERERTMDIA/NF—

<EBEohTI)—>

Definite:A(a /D b) F1=[& B D74 EL 1 DE@mI-L. D C &=

Probable:A(a A2 b) Zif=L. VD B Zif=9

* DMRV XI[& Nonaka Myopathy [ZEFEIIZ GNE myopathy E#fE—FEFRT 2ENEH S (Huizing et al.
Neuromuscul Disord 2014) h%, RZHEERICFITREBASN TLSEFREHEELT=.

<&ERIE>
Bl PR HO 0
FIEFER L 16 MAVD 40 METH BN,
5~20 FDFBTHITTRRELEDHEMN SN,
‘B &% 9 B DBFITIME CK EIXEEMNSEESHE(1,5001U/L LLF) THS
SR ERITHIRMZE L (7212, fibrillation potential Y H1RIE MUP A ZRHENEZENH D, )
PERA
BEBUORERSZEFEDOED,
-FHRHRNO B-7IOSNEE
-BIRERN O LE X F UM E ALK
- FRERHEA D p62 [H T4 EESR IR



ISR U BREE
(BEFEMEBIZCOBXITHBERD 15~20nm O T145 A2 MR E A K (tubulofilamentous
inclusions) M7F7E



3) BRIREE =L B =747 VF— (Oculopharyngodistal myopathy) F2 BT £ %

A. BRERBIFFE
a. REE T EFIINREFHE (BLIIZDOWMA)EET B
b. ETEE-BEEEEET S,
c. BUFDHNET -HEREET S,

B. iR R
a. BEYZERZHSIHRHEDOFETITHBERND p62 Gt READEFR

b. BBD/NALIRIEDERE

CEEFMRE
a. LRP12, GIPC1, NOTCH2NLC, RILPL1, LOC642361/NUTMZ2B-AST1 DWW M T 5 JEERERFEELIC
CGG VE—MaRA#LND
b. PABPN1 @ GCN JE—MERMNALNLZL

D. #ERIZH
i PR B 55 A
REIHERLEAMMOBHER (hOEREEIANF—FED,)
REETE.NRFHE. BT -BEEEEELL35Mh0mEHEASR REERH RO T—
(OPMD) . 181 1T 4 BR £ BRI AE 1% 2% (CPEO) . A XM ENERE . EEMSHEHNELLE) RE
=k
FIYEREE =IO K E (OPMD, GNE 274 /3F—_ VCP BEIA /N\F—, HAKFHREL)

<gEOhTIN—>

Definite 1: ADBRIKFTR D55 1 DLl EE C-a ZFiFdT=9

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

Probable: ADBEERFTR M55 2 DL EE B-a £1=1d B-b (B LLITFDEA) &=

<BZBEFHE>
HRRETETH D,
-EERBRENEE (BMEER) OREKEEEZZDHENHS,
-ME CKBIXIEEEALEESIE (6 MAMTOEED 1 EI 1,000 IU/L ATF)
HHERTHIRMEZEL (/z7=L. fibrillation potential S #RIE MUP MEHLND_ENH D, )



4)ZNith

DR BIZF NF ML

OEEMS
FOMOEMBIANF—IREREEFORESNTOVENLDEZEDT. FEDHMENH S, ZZTIE,
FOMOBRMEZANF—HIZ L TA+BOETE®/E=ITEDEEERT B,

o T o

o

A. BRERBIFFE

BAUFHANBMICESNS,

- mAIETH S,

. BRZEFZHHY . BEMEXITETIETHD,
2 FUEDRBTHD.

B. SRR

a

b

- BREEEDOEFE
CFRREREEREEGVD HoTHIHAETEE THRATEDLDTIHEL,

C. BzFMRE
REREEFAASNIGEIEEIZE, ENEHRET S (RETADEZ S, REFBAILEHT D).
LTI, EREREB SN HEILIL DO DRRMEMBEIF /NF—ThHY. R, B, RE
BIEFZEIIELT 2. SR.EEBFSODBEHEDYFILICEET .

Distal anterior compartment myopathy (DACM) : dysferlin RIE(Z LB, BaRIZ B = 1F B LB,
THRETEOH AN FATREENSD, AR, DYSF
Non-dysferlin distal muscular dystrophy : Z1F&! [Z{Uf-EGK - TRIEBFFREE 9 5. AR, ANOS
Welander distal myopathy*:40 X LAREIZFAEL . FIEHEHDFH HIETETRT, AD, TIA7
Early-onset distal myopathy*:/NBFEAE CRIE B H - FIREHBERVEREHBEOHNETET
4, AD. MYH7
Distal myopathy with CAV3 mutation: EERIETCFAHFDH NETEZRL., BIEFHIEXEET S
EN#H %, AD, CAV3
Vocal cord and pharyngeal dysfunction with distal myopathy (VCPDM) : Ea S LU IHEF AETE
=9, AD. MATR3
Distal VCP(valosin containing protein) —mutated myopathy*: B/\ v hE&ERIEERIEER ZRANEZE
5, LIFLIFwEREEILZHES, AD, VOP
Distal nebulin (NEB) myopathy*: /NBWNSEFEMARIE CRIREHDH NIETZETRT . AR, NEB
Tibial muscular dystrophy (TMD)*: BIEEFDEHAHIETERT . AD. TTN
R R ERHMEMES A/ SF — (myofibrillar myopathy) : FRIRFHICEFIRERN DKL GEOEERZRHHL
9%, 8E AD. TTID, LDB3, CRYAB, DES, FLNC

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



D. $ERIZH
SERMIANF— BB IANF—DEREELDILEHIN . E THRIYERNADNEBEIEER
HIAINRF—ELTHET S,

<zZWoHhTI)—>
Definite: ADa—-dE LUBMDa-bEIT AN Tifwl=9



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

BEAE =8
BHi, BBELGEDEET, ZENBRNIZEREKZS 10
1 BE AN (BIZIE, ENTEY>THAILKLTES) 5
29 Bh 0
SN BHi.JL—F ., J9bLRAMDBELET (HITEHILED) 15
T T | BEOBANBXEEREETS 10
2 bAYEA N
FEAZEIFFIEETHAMNIZIZENED 5
DIEE
2N BIXIEAFaTEE 0
L B (G, BE, mEE, OIF#IY) 5
3 EA
MBI X T 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 (BEHF. STHRIEIBRO DERADOFEIMHT 15
6 B 45m L LD BISIT. HITHROFERESET 10
. ST TEEDBE . BATT 45m LLE DERIEFEE
EE2Lst
B, FFYLEDFERADEEIIRHEL 10
7 MBEERFER | MBIXIIEREETS 5
T gE 0
Bi.$t. 77 A F—  EEDEFEREED 10
8 BEEZ ER B AZEMNLERN, F2LUEFBESTITZS 5
LEEE LIS 0
KELL, TG, LEOIKRLEETEE 10
BefEa R - .
9 a1 EEIZEREDRY. whm. LEOTIRWNNINBEETIELED 5
EEELst
KL, URFRESD RV ATRE 10
RV
10 a1 EEIZEREDLY . RBOIIEWVNMBEETIELED 5
EEELst




PO ERYE K OVERE Py B O 12 B 1) B B R I

.ﬁ%@ WD ERARIEIR . BT AT LT IrEYE RICRe B D BUEN WA ITIE, Wi
ﬂ@ﬁ%@%@%%wf%%biz&w(tﬁb\%ﬁﬁﬁ@ﬁu%mﬁﬁﬁﬁﬁﬁf%of\%
RAREZR B DIZIR D, ),

. TRIEBRAGH IR B B DRI OV TIE, EUIREFENEEO T CIREMThi T 5 kEE

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

L TRE RO FROEREE S T EL FICEEE LW E TH DN, @R ERE T 5
ZEBMER L DIZONWTIE, EREHRORNGET 5,



48 [RFEMEH) VBB RIKEIRE

O HM=

1.

W=

RUVEEEHUA (aPL) 21X, AL S FHUE UK (aCL) L 31p2 F ) a7 BT 42 1 Hufk(ap2GP)., JL—7
AEERTF (LAC) . TvtILI U RIG (STS) AEHGENEENDIN . ChoDAEFL. BRI
B B2AR O MARSE . M/DMRBAE. RIERE - FERNBRECLELZA DGR VIEEIKEIRE
(APS) i EOND, EBMTTIM—TR(SLE)ZiaH LT B RRCBCRBEERIZROONEIL
DEONERFM) . RHFEE APS 3EFEET D, 1. SHBEELRFICHADFETBRGREL. BIEDR
U EATEIR EE (catastrophic APS) EMiEOLNS, RREIEKRFEFBETH D,

2. [fRAE

aPL [& APTT QERZ L5 MY, ERRRMICILEREITEL . MRFEZERT . TOMF IETHETHLHH LY
ODDREMEIN TN, ThblE, 1. YU RBEERFEERERGEIIFHIRICHELTLSR2 F)aF
ATAVIZBEETS. 2. TATAY C DEHILZEETS. 3. MERNERMBE LDV KRED YO
NSUBRBZEZEELRVLEE TS, 4. REIGHICEMENRERIASDTAORIY A1) EEEIN]
5.5 MERNRMBENSD T+ I4ILT SR (von Willebrand) R F BTSSRI/ ST HTARN—E(
EEA—DELEREEEMSED. BETHD.

3. fEK

aPL &, BVFRARIMASAE . RIETRE - IE0R 10 BALIEOFERNRBIRET. M/MrRAELRE EAERET 5,
F  V—LATKBEEZASECREMBMMEEM® Evans FEIZBHZADELHD, BHET HELIE
KERIITRT . CblE SLE PEERERBICRSTRIAVVERICEA>TROHLND, BRICZ
HMEDIEIRIEZEZE KT catastrophic APS TlE, REDERESE. INMEREE . ARDS HROFERESE. D
WE DICIHEDEELEREHAHD,

MUUIEBEMEERBICADNDIER
(1) fu#2 e
< B8R >
AR EE - AR SE . IR AP FRARMLASAE . AR BEARMARAE . B FRARMMARAE . M B%AR M AL AE . HAFEERAR M AR SE/
FAZE. MiztEERARA . THIERE. MM S MELE. /\yE-F7") (Budd-Chiari) SEIRE L,
<EIfRZR>
AAEEE, — BRI MR AE. FDE . DR E, KEES. MiRIEE. MIRBARMASIE ., BHEE.
FHEE. EE, BREERELE,
@)/ IEREE URFROLERZE @KER) . ) U BERABEERE B/ miz) | ffifatim,
DFRE. Bl H i
B)AEE. FERRIRIET. ITIRE M AEIEEE. ITIRS ME BIE. BBREETS



(4) D FIRE FEE. F£E) . DRER

(5) /MR A E

(6) F Dt
BEfEEamEEm. TV 7> X (Evans) IEIREF. B8, BHR. MERXKRD. 7OV M. R
PEAR FRAETRE

4. BEE

migtE APS [t L TIEIMR AN EAREL D, UM A, IV/NMEFI (ERETRXE YL | 158
FoOESY  SEUSE—IL, YAREY —IL, TORETSUDUEFILE)  UgER (N2, TILT
FIVRE)  RERBHEE (VOXFT—CHE)REEERH REICHCRIRIND, ERH APS(REIE)
[ZRLTIE. FREYDEARY U DHBERB I EbNS,

BIBRREATOAREGREMHZEL, MK EIC SLE BENDBECRERENHDHIHE O, catastrophic
APS B EIZHBEENS, ChoDREINGIEET aPL OHAEEE TS5, BIBREATOMRDE
AEREEZNEMEEHDI-OEENDETHD, TOM. FEICISCMBERBEE LA 2TOT)Y
REFIEENFRAIND,

5. %t
FRIZ. BEINDERETDERFREICK D, ZIEFFIFEESEH S catastrophic APS [EFEFRTHD.

O EHOHEICHELEIE

1. BER (ST EEERSREIREER
636 A

2. RIRDHEE
FN:

3. HERMEAE A E
RHES IRABERL, )

4. REOEE
PE (L ARNARETEEEELSS,)
$HY (2006 EDERIRIISERABRBIC LD VIEERIKERE O S EERE (2006 FHIRITAT
T IR=—8E) ISHSBIE%)

6. EEESEE
RUVIEERRERBOSREESEEAVTIEULERRET S,

O fEHiE#HT
rBCR&EREICEY BRI
MERKRE LBEXRFAZEREFVER & RBHAREHE R EBExEH




<BHREZE>

Definite ZxfR & %,
A. BRIREH#E
1. MAEE
ER2ZH. HOWITERFMIEIBAIN AL MEREDQ REFZF DOV EIFIRSH S U (F/N D
EOMmiEE

o (\H)WRHHEHK. iEEFTHLL

o BAEDMBAELZHAENEY)THLMNGEMDFRERILZOGEE FERRFTRICED TELL

o REMOFHIRMAZILEZEFSR

2. REHE a~cDWLWTIAIERDHD,

atiR 10 BLE T, I RRADGWEEREREDIELT,

b(7)FM. EEEIRSIMEEE. FLIX
(NRBEEER 2L D ITIR 34 BRFEDIEEHREREDRE

c.32ELL L& T TR 10 BRFEDRERRFHARE (F-1-L. BEDOFEHZHEE. AL
HEE. RBOFEHREEZTRG)

"I{E

B. REE%E

1. International Society of Thrombosis and Hemostasis DA FSAIZEDUW-AIEEZ T L—FTRA 7Y
FaFy o 12 B EOMREEST2E L RSN S,

2. BELINT- ELISA k- b2 RN RERIE R (CLA K) - b2 R BER HERITE % (CLEIA X)) IZH L
T.HEEL LD AED (>40 GPL or MPL, X[£>99 /8\—t> 44 )L) 1gG B XL IgM B D aCL A
128 EDORMREESLNT2E L ERHEINS,

3. 1ZE#EINT=ELUSA K- LFEREAFERTEE (CUA K) - L FRAEER FEBIE X (CLEIA K) [2H U
T.HEEULOAM (59 /X—tFAIL)D IgG B XIT IgM B DB 2 F)adaFa2 HiEN
128 EORMREESLNTC2E L ERHEINS,

<sEHOATI)—>
Definite: AD1,.20WTFNMIIEBULEERD . hOBD1~3OWWITFhMIEBEU EZH-T



<EEESE>
SELULERRET D,

1B ABREESGL. M ORSREZ N ADL DET ALY,
o HI/MREEPCHREEEEXITOTHELYT  BE—FLURICMAREDHFI-LRENLES,
o IHIRSHHEDEREDAH THMEEDERENGES,
o IMiFfEDEREIIHHAMBREZIIROT . BELFITKENGL,

2 GARLTLSARE. M DfEZREE A< ADL BT ALY,
o HIM/MREEVCHEEREZTOTEY. BE—FURNICMAZIEDF-GREAGG S MIRE
DEE I HHARBREZIIROT . BEEFITKENGL,

i

SEARICEAMOLT BREUEDMBENHS. RIFEEDIEFEE® ADL DIETHAH S,
o ERMOMEE: Rll/MREEPCHBEREZITOTLSIZEMANDLT  BE—ELURNICHT-A
MEEEL-5E
o RBEDMABEST APS [CXAHKBMLIHBIES MEE. DEHEE. MEE., BEE. HAOET PR
HBEEGEHDHDLDOD ADL DIETHRIFEALELRES

A UTOO~DWT N1 DULEZERDH S,
OV VEEERAEEEREICHT S8R . DFREED. QhFEDEBHREENHY ADL DIETAHS,
o HUVIEEMABEERSE ZSHNHEEINIZ APS [TNZ T, UVISEHRARED Mm/MRE D . #
RIEFLGE T S REINFIREZHELTLDIEE,
o IHREE BE—FLURITHEYRF O MR D TR CITIRS FHED T 55 B B 2Huf/ MR R OHus
BHEZIToTLNDIEE
o hEHEEDMIBIES APS [CRDHKMMTERRAFIET (MEE. DHEE, MEE, BES. HAHE
TrHREEERELE)NHY ADL DIETHLHHEE

SBE:LUTOO~@ODONThmM1DULEEREDS,
OBIFER! APS, QF GV LEBRLIZAEREZET S UBENAEERE. QBBRTDOITIREHE. DE
EDIEFREEICLSD ADL DEETHH S,
® RIER APS: BE—FLNICHKEL. RFMAREZVLELT H5E
o HUVIEEMABEERE SN HEEINT APS [TNZ T, BE—FELNICHY VISBERABEED
/MR D . #EEELGE IR SRBENFIEEZFIELIZHEEH IV EERICEYBEERIEL
===y
o IHIREHHE  BE—FLURNITIIRS MEEIRELGE DEIREHHEICKH L TEBRELELLIZEE
EEDEREE APS (L&A EEMFIEE (HIEE, DHEE, EE, BEE. RNIET
ORBFEBELGLE) ICKYNBINRELLSHE ELLADL DEETHAHLEE



PO ERYE K OVERE Py B O 12 B 1) B B R I

.ﬁ%@ WD ERARIEIR . BT AT LT IrEYE RICRe B D BUEN WA ITIE, Wi
ﬂ@ﬁ%@%@%%wf%%biz&w(tﬁb\%ﬁﬁﬁ@ﬁu%mﬁﬁﬁﬁﬁﬁf%of\%
RAREZR B DIZIR D, ),

. TRIEBRAGH IR B B DRI OV TIE, EUIREFENEEO T CIREMThi T 5 kEE

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

L TRE RO FROEREE S T EL FICEEE LW E TH DN, @R ERE T 5
ZEBMER L DIZONWTIE, EREHRORNGET 5,



51 £HMHEEE

1. =

£ B 1458 R AE (Systemic sclerosis: SSc) (&, K IE CHRIEMNEZHEL (Bl ELVS) 45 el . 18I
BBTHIEETHD, LOL. FEDEE., ETLEEIIDVTIFBEZIZL > THRALATHIRITEELSDE
ThHd, COERML. EHMEREZRE2DICHFTE7ENEREMICIEKALLNTINS, DFY., #
RMGERE NI TUFARBELRE S UARKAE & LBRMBEROIBREREFELEL G HRK
FENZH TN TN, AIE EFRELYS~6FELIAIEETTHIENZ D, BEORER TITETIE
[FEAELGLD, HAWEIRRTHS, GH. RREERKRIEIIREDHITEILNEZLSL<BIDHERT
HY. IR DIEBREFELEEFMEBRIE LT E2LELLLDTHS,

2. BE
2EMREEDFRARIIEHTHY . TOREX+RICIFBBEINA TGN, LHAL, TRETOHEIC
FUDRERE . Q. QMEEE,. Cho3DNEELFEVEEMEETHEMNBELMELST-,
LAL. FDOHRERBFZRPHBERICOVTIEFRRADEETH S,

3. fEK
LA /—fEiK. RIEFEIL. Z DD R EIEK . R MRAET V) — £ EREBERGENRD
S, FIEOEMMNE. MEmELE. DIMER. TR, BEEE. Bk, AL IR RIRTR. Ef.
TH. ADRLLEMNEILIENH D 2HMERE TIIRELMAATHE, MRAYAT—EI1(Scl-
70) ifk. Bt UIRNP $HUK, it RNA FRUAS—E IHAGEDBREIND, ALz VFA R EELE S
B8R I TIXMRA Y AZ—EI1(Scl-70) HifA P RNA RYAS—F M iAEA gt sh, —ATRE
BEELE £ B MM EE ICIERE A OATRELN G EL S,

4. jaEik
WMAEDELEZA, 2 BHBREFTASEIEFTHEVD. HEIEEONREHF CTEIABEIFARS
NO2H5, KRHFIELT. (MRATACMRDERNR (REELIZHLT) . (2)290KRRT 7R (FE MK
BICRLT) . QT ROTHEEFERERERICHLT)  (DTARGHF A7) (MEREICHL
T).(5)ACE FAZE RERETV)—EIZHLT) . (B)TUREY ZRIKFERZE, PDES AEE, #LF
NI (TARTIHEMEREICKH LT, TR U ZBERERED >RV AV EFHRERITHLT) . (7)
JYF 2T (REFECHBEEMERRICHLT) . (8) =74 =7 (MBEMMEERICHLT) BEMNES
Y (%
BEICHARBICIE. NIBEBBEC LD EEEDFLERL. TOEEEICR>TRLBEYEEZAONDE
BOERBERL-EEMRREDSEAIRSA1UEEREL =,



5. Ft%

LHMBEREDORBEFRTLILE HEWAERE RI TUFAREEILRE S 5 MR E LB
BREMOIMREREFELCELHHEREIORINNRICILD, [VFARBELE S SRR I TIEH
ES~6ELUNICKERIEDETRUNBHRENHIERT 510, TELRYEBHIEELRBL. R
EDEHCETETELLFTMASILIBOTCEETHD. —A. [REREFELELEHEEIEIT
(. ZDREFILDETIIEL HoTHIRBRTH D, 4B, mMEELUNEELRNBREEE6HHT
BTEFDLGVD B IEETERFRICEETIEHETHD, MmmELEITILTIE, HFEICED
b EHMLGR D) —=U T RENBETH D,

O EHOHFEILELEE
1. BER(SHREEERZHKEILREFER
26,728 N\,
2. EIRDEE
T~BA
3. MRMERERAE
REEL (FRBREIELL, )
4. REBDEE
HE(NEREZE6HL. ETETHL.)
HY (BHELE 2016 ENOEFMEBRIEDIMELE - EEEHEE 3
6. EEENE
LEMBREDEEESFELZANT, KE. i, DiF. B HEEDS>L. RPEEERITDELLD
Hmoderate L EDBFEBMBDOTRET D,

S

BHARSAVIZHET)

O 1AM
M8 R - RIEMRIELREDZHBEE - BEENR -SRI IERER]
PHRRARE RLAXRZREREFRARBEERNFLFRIR LHEX



<EEEE>
LB MK -SSMELE 2016 F
Definite 23R &9 5,

A KE%E
AN FiEFEHZ 5K SR

B. INE#
1.FHEICRB T SR EEE X1
2 MEEEMMEREE X2
BFERIMDMMMERE, HAHITIERES XS
4 TE BT i EF O R B P2 22
541 Scl-70 (FRAVAZ—ED k. iz FAATHE. i RNA RYAS—F T HRAD LT D5

C. &2 H
LT OREZRNT HE
B S ERME, ARERBMUERIE, FERIKEMIRX, BERAEZEEMEECE, BIEERRKE,
RILT4)UE, BIEERESE, BHEANEER, BRAEFEEE, Crow-Fukase fE{ZE,
Werner JE{Z#E

<sgMohTI)—>
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&YLBEMICEEFY, HD PIP BEILYBHELMITR SEDIZRS

%2 AWERMICMERBmMED 2 KL EDIRIZEDHOND#, FI=1X capillaroscopy #H AL E dermoscopy
T2 HMEBIECHENGRIRARHoNL H#

X3 FHROBREEZICLSLDT, HMELELEIZEEEDERRS

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

##E 2 [TRT £57, EMMEDILR (KR, AL (REA), Hifl (KE)GE



1. MERHIM S

X 2. Capillaroscopy &

2= A EH MR E5MERAE

<EEENE>

PHREEFH-)KRIE. 2) i, 3)IDfig, 4)F . 5)EILE. 6)isMERE. 7)IME. 8)BHET. ) £ H—MDS
5. RLEEEXITDELED M moderate LA EDBEZBIBORRET D,

®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 DFEAE



(A (&
Fi5 0 1 2 3 Fi5 0 1 2 3
F5 0 1 2 3 F5 0 1 2 3
RiIfBE 0 1 2 3 BiIBE 0 1 2 3
i 0 1 2 3 i 0 1 2 3
a8 0 1 2 3
AL &R 0 1 2 3
FEER 0 1 2 3
PN 0 1 2 3 KEB 0 1 2 3
TEB 0 1 2 3 TER 0 1 2 3
BE 0 1 2 3 BE 0 1 2 3
&5t (mRSS)
@2) fit

fa&8 HRCT THORIE 428

= 4L —> 0 (normal)

I
HY
\ 4

fgER HRCT TOIRZED LMY
1

>20%

v

Zh4RmiE= (FVC)
]

<70%

v

[GERS

HY
l

20% = 1 (i)

>70% » o (moderate)

L —> 3 (severe)

f9#8 HRCT (2L 2R E D LMY D EFfE

> 4 (very severe)

LUTD5RSAATID LEETHETORE(TYVASRAE, BRE. BEL. BERZ)DHOIELZTOEE
tZER O (5%ELL) . ENODFIHEREDLAYET B,

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




1) KBRS L& 3) AR A 5) AHERIEEL

@3) 10k
BRAERK ER DB K
haRIEE Z Z=ER 3 (EF)

O (normal) EL IEE & L EF>50%

1 (mild) NYHATE | E¥EERZZELLGVLT HY
Bk, cEEE

2 (moderate) NYHATLE | BREETSTEMR. & 40% <EF <50%
BEE

3 (severe) NYHAII E | AT—TILT7IL—>3 EF<40%
I R[ER—RAA—H—D

4 (very severe) | NYHAIV E

FREDEEEDILRVEELLDELADEERELT D,
VR BHAE =R (E iR SIBIEFWERE (¢’ IR DL E/ e > 15 ZHREEEEET .

4DE
eGFR (mL/%3/1.73 m?) *
0 (normal) 90 LI E
1 (mild) 60 M5 89
2 (moderate) 45 His 59
3 (severe) 30 M5 44
4 (very severe) 29 LT X (I MMi&EBEHTEA

BREQRRN S SEBREELUNORELL CBIENHE . CORETORENSRINT B,
*EHMHRRETIE. FRENETITEELHY . HRAEDEEFZ(HITKAWLWREFY C ALV eGFR
DHEXZFAT S,
Bif: (104 X Cys-C ~'9"% x 0996 Fif) — g



M. (104 X Cys—C ~ 9% x 0996 F# x 0929)— 8
Cys-C: M;ELAAF> C BE (mg/L)

B5)HILE
(MEEEILERE
O (normal) E®
1 (mild) BE TEMREEEE T (BRERGL)
2 (moderate) B B E ¥ R4E (GERD)
3 (severe) HREREREENITEIET HE#
4 (very severe) BIBIRFE(C L HHE T R ##
(2)TEBHILBRE
0 (normal) EE
1 (mild) BREERZHIBERE CAERETELLL,)
2 (moderate) NEEZONRELELTIHEERE
3 (severe) RIRT REEIERZ (5> 4R EREDRE
4 (very severe) FIDREIRRERENDE




6) fifi= I [ i
0 (normal) it 7= 10 [ iE (PH) 2L
1 (mild) PH &Y. HDWHO Y5R1
2 (moderate) PH &Y. HNDWHO SR 1II
3 (severe) PH %Y. 5D WHO 95X I
4 (very severe) PH %Y. N2 WHO ISR IV




ADHT—TIVIZTREEED FHMEARED 20mmHg EBDEHNE PH L2 50, BLAT—TILAFEST
TEHEWEAICIE DIO—ITB R ERAFETEEN 34m/s THBRADBE (==X FEREN 46mmHg &
BZ5BE)ICPH EEMT S,

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

HEBDICEELE Aol BEEDBREELECHETS
*Digital pitting ulcers [, T {5 AT AR LY LB D INEBRELT S

8) B &f

EREDRAVNEEEFHLT, BEEEZRES D,
EAEE O (normal) 1 (mild) 2 (moderate) 3 (severe)
&EtRAE O 1~3 4~7 8t

SESOESE I ENE: FEEAE 160° . FEIET 150° . BSEAER 130°

RA b EEEACH))

0 95% AL

1 75% LA E 95% K
2 50% LA E 75% 3k i
3 25% LAE 50% K ik
4 25% K

FEEIE A EEBOGIRRIE SSc [SkDH K E - BET AR DIEL ., HAHL T E DR - RINUSERTHELDT
HdT&,

EHF—HE

0 (normal) Normal

1 (mild) FEAE /i1 L L T 5% ~ 10% 5 5 O 14 i 4>
2 (moderate) — |FEIERTIZLLEL T 10%~20%K#HE DA E KD
3 (severe) FEAE BT HLELL T 20%~30% K il DA EiFi >
4 (very severe)  |FEERIICLEERL T 30% LA E DIKE R

BEBHOERNLGTATIRERR{

WL VE N OVEE FE A3 B OIS 2 36 1T 2 B IR



- RNV D EERIER, BART RAEICE LT, BRAEE R B OBUEDN WG AITIE, W
NOREOHDERNTHZE LI 2\ (7272 L, SR O 2~ BRERZE Ch o T,
PRAREZ H DITIR D, ),

. TRIRBALARIC I B HIE P EIC OV CIE, TEEI R EEAEE O T CIREMThL T SRk

ST, HIL6 2 HE TR EWVIREAEMzHET2 2L L35,

L TRE RO FRROFEAEEMESE T EM RIS LW ETH DN, @R ERE kT 5
ZERRERLDIZONWTE, EREIROMRLET D,



01 /N\yk-FXT7EIREE

O HM=

1.

B

Ny F)EERBEEIE, FFFRIROEFFH OO IEFE T REFRIRDFAZE ORBICIYPIARETTELEIE
HIEMREZ LN, AR TIEAMEBEBZEHLTVSRENZ L, EEECIHCHHMMRE - BFIKE. £/t
TEERAREE . PIARIE TTESE 1 B R AE . REK . FFIERNAE . B IN{EM ., RRAE, B, Fr8REfEE . THRIZE. T
RREFARE . MR R OO LT R TRARRRGE DEEEET RT . ZERERPANTHATIEROER (7Y
TIZZWNEEY  S-oMEFELICELSZLLHHD . RHAEOHEBICKYARAEREE T H15E (FK
[ZZ2MERoNE, TOT7 TR TRERIROAEN L, R TIEIFE#AREAZENZ Y, 2L T, RHEM
INYR X TFUERBELGERME/NNYE - X T VEERBEELH L WK ET T HEFMREEEHTHIIEN
b, FFEIRRER O IEMIeERAZEIC LY £ L LFRAREAZEMEIRE (veno-occlusive disease) E[ERFIEH
%,

2. [RAE

4.

KAEDIFRE TBAS M T 66%&%Z<, P THEDE TIEIFER T RKEIRIEFREAZEGI A 5D,
ETIX 85%&% LY, FFERT KERARD IEARFAZE O AREIR ST ORB L= RZE CHAEIE. 727 .77
DAMUSE TEL, FERTEDGRD BRENYF -7 VEEEORRIEREZFHATHSHH, Miz, MER
BREE. MEEERE. BHIBEERBEOBENEDON TS, R N\YF-TT7VEEHEETL
DELTIIERGELHD,

KEDFHELE(T. ARHMEMBEEBRNEAONTELN, RIATIE. MEDOKENPESFLETS
W&, BRI E ORGSO E CAEN M ETDR/EICEOTEDREMNRHATESS
EMNDLEXREMZHRLEZON TS,

CHITHLUTRERIZEWNTIE. FFEIRFAZED Z<EEREREER T HIENEL, Mitchel [ 70% L3R E
LTW%, EREELLTE, MREE (Bt S ME. REUREMERKRE. BRERERE) . &0 BITH|
DEA. FIREE. BRERRE OEX (R—FzyMi. 25TV TIN—TR) . LREEEE
(antithrombinII R4E4E . protein C RIBJE) G E DMAEZEAE LT LVERERIZZLY,

JER

RERRICIYRMREEBHERICSTONS, AR ET—RICFEFRTHY. BE. B, 2ETHF
BARUVEKIZTREL, 1 ~4BETHFLRICIYRDEFE-ESEERRETHDHA, XTI
OTHTHD. — A BHEEIL 80%E LD . Z<LDIGE FTBMIEKICHRIEL. REICTERZE. K. BER
THIRRIR, BE- BRREZROS.

AR
FFE8AREAZE PR E T EIC K DEIRERE T HIENAERBIELL D, FFFRESHH IV TX
AR DBAZEAZLVLIRE (20 L TIKERERAEIR . BAZE - IREB OREICHIEL T, AT —T LIS K SRR MTAOHA



il A7V EB B EHE RREEERRT ST . RILHE RED LT OXBIROL v F
WEERINY 5. BILESIT, FHIREETORAELTOARIE, YL, NBE—ELEY
BWLRRIELES, FRLOIHLTIE, FBEHEEET 5. F1-. PIRERICEBERAETH
BERISHLTIE R8BI HARETS.

5. Ft&

REBRICKUAMRLEBHRIIHTONS, AHRE—RICFEFERTHY. BRE. B, 25FEY
FFREXRUVEKICTRIEL. 1~4 B THARL2ICKYRDEFEZLLIEELERBTHHIN ., K TITED
THTHD. — A BHERITH 80%ZhE®. ZLDEETEERICREL. REICTRIZE. B, iFE
R T#IRRER, BE- BRINEZRED 5,

O EHOHEICHELEE
1. BEM (ST EEERSRETREER
208 A
2. RIRDHEHE
FN
3. HERMAAE A%
KRS (PIRRIE TS BaHEREN T L4 B)
4. REOESE
WE EITIHICTRRZIE. K. BB TRIRREEE-T)
HY
6. EEESEE
PERR M7 REEDZEEABRDOH AR 2018 ERETER (2018 ) BT D/N\YR- X7 UEBRBEE
ESENEEENEULERRET S,

O thsmmpt
AR IR BT H I BRI
FEREE WRAZEFBAHLHE 208 E0E
AHRE FIRLTREREANHS SHEE ARLTEMASRIERE 5—
GRRESRE L BNEEE AR EHEER
AARES
UBERELE BRAYESHNHIHE %E APE
AAPIRE L EES S
LPEFELE ARKTERALRIEA L S—
BOEME  EHEE

DHILZRREE




<BMREE>

Definite ZxfR & %,
A. FEIEH
1. —RIREMRR
a. MRBRE: —DULDERERSDRELVETT (BEHETIIHEMEEOHEMMIENEFESIENS
LYo

b. FFRERE EEHIOEEERFE CTEEICHIIRVEFTENEILT S,
c. HIRBRE  LIELIX EEHILE OBIREZRD S, PIIRETTEE S B FEC+ 215, BBERE.
TEUHILBEGEICWDW SEFTEREIREERDEENH D,
2. EIRIREMR

a. BE K. CT. MRI, fEREERE

(7) &gk ERHOIVEHFB T REROFAZEOEENROONS, BERFTIHRE CTIIAFH#IRER
OF BT REBFIROFEFRLZOLEFRAADNEZENHY . FT=FEIRMFURF T FBEHDNIER
mga2EnHs,

() PIARAE . FFRPIRRIZBEFLTLS,

() BEZRDHD,

(L) D> MMHERERD D FICEKREDERNELL, FEEICENE, FEMRELLIILL

Hb

b. TRFAR. FFERREFH JVERIE
FFERRE B HDVDIEIFE T REIROFAZE LR EZZED D, I T KESIREAZED R EBIIEREAENS
[LEHGAEFE CTRETET 5. F-RFICETEMIR. TFRR. 335G E ORIEI mITERAERS
NBIEN B, ERGIFHIEBERYMEERO 5, FFER T XEIRE IS LR L. FFERIRECHER
HikRELLERT S,

3. MEREMR

a. FFBO AR R : RO > MEFFEX. B MmICESAF R FEBEORELEE, #1177
BEMMEFEEDRERET %,

b. FrEDMEAT R 2D 5->mTlE, FMEFLFOEROILEN RSN, SoMAEEDZEICIE
FIDFITEENELS, SoMA RS H&. FHNEDHERE (FIAREA PRI E LKL S
MH CEFENG) CHLEREICREESEC, BEHSI-IMHEEEN RO, SOITRHEIE A EST
5L EITHIDHEERET HEBHERELEL RSN, REMHRELZEELIFEEOMREZET 5,

<BWHOHTI)—>

FEERDBALNTEN—RE/ V- F 7 VERBFEFERDOBELHNGEZRIE NS - £ T VERFEEAH D, =R
PENYR - 2T VEERBORREL THE. SBMENES. oMt DREGELNHS.

Definite: EICEBREMRICEWN T, FFEIRDOEE#H DOV IIFHT RFARDAECREEZRD . FIIRETT



EEFRZETHEHFEL. ZRIEDEDIFHFENT S

<LEZE>
FFERARD 52 DUV AT T REFARD BAZE IR E SR YPIIRETTEEICEDERBZE LD EEEICKHL

Zmit el - Bk . BATERIE. FIIRETTEE S BAE. oK, HilfER., BRAE, B, AFaeiEE.
TRRIFAE., TEERARAEE. MREEE D TR TEIRERGRAGE DIEIRETT . <G DRBELLHN. RER

EVLPRELEYFTD,






HF - EHEE T |m W v

E-B-ERREERE | — |+ |+ | |
+

PAAREFERRR =4+ |+ |++ |+
+

SATEENHIR =|= |+ |++ |+F

SRS == |= |= +

ARz == |= |= +

FIRMITEEBEDZEEARBDHARSA 2018 FREThR (2018 ) [THITH/\YE - X T IEIZEEE
DEEY . UTD1I~50WLWFhhEim-T+tDEREET S,

1. B8 -B-EERIREXT : D U EERRET D,
(+) BREZEEDH DN, BHIMMETIEAL,
(+) - BHIMHEEFHREZ RO S, HOOBEENLENLD, FHOEEE - BEREL L B8 - BEEN
fREBFT R A S L (B APIARE STEfEFR) [PIARE FTHEAEERY TR UVREI (BB 4k, 2022 £F) 1ITED
E R2ULEDLD., F-IE F AFICRERLGKEFMEZRDHSHELD (RC1, RC2, RC3) , R4 E4ARTE
DIFELINIZELS,
(+++) : HH M ERIREZ RO, HIODBEFZE T30 EFEHREDIESLNICELS,

31 RFMEBIRELIE . PIIRIESIO TR - B EIRELS DR, FELTE - FIRRMIERIRESI=ELD
BIREEL NS, S b S -+ 1585 205 - EI- £515- EISMIE. RUSLE Thd,

2. FIRETTERR : LU LERRET B,
(+) - FAARE TTHESE P B R AE X2, BEJK . M {EE, BEIE. BEM D55 —DH LUIEHBDH LA, BEE D
BEELALY,
(++) : EEEFTR NS5 AR EBBELET HENE—DLLUIEHRER DD,
X2 PAARETTHESE 4 BIAAE (. MBI, FAIEIE - #51E T B D Ml & D ik - iZEAF (A THY . FIIRE
TUAESE 14 B i & PIARE TUEE 1R E (S 5 S TE D . PIBRETTESE 14 B TIE . FIARETTEICHS BR L EZ
PDEL-BHBOESAOBDZENEL. R -BREFR. MREMZEET 5, FIIREFTESLE I AE T,
FAARETTHE S SRR E AR SRR E M R A L E M E MR EEES S

3. JAFEEHIR: (H)ULZRRET D,
(=) HEEBICEDFEFBICHRALGVOA . HOTHLNMZEELLZNED
() HREBICLDBFAREHFRITHEN ST OEDOEYDCEEFTE, BHD 505U LFEREL TS,
(++) MR BICLDFAREHFIRD =D B1EHEEL, BRED 5052 EFKL TS,




4 GHIEEHM: (HUEZERRET D,
(+) BE FHELLILEREREQE L EHMZER DD,

5. FFE: (HULEERRET D,
(+) - FTLOBIEE, MFHREY)ILEAE 3mg/dL LI E T EEE (HXFBFSSHEESE, 5 12
BRI VRODL 198D IEULEERET D,

W R K OV EIEE B OIS T3 5 B

1. BEAZENICR WD ERER, MAEFTRSICE LT, BREE LICEBROBRENR2VEA I, W
OO L DOEHNTHZE LI 22\ (72771, Yk oH 2~ iERIERE Th - T, il
RAREZR HDIZIR D),

2. IREBIIGTRIZ T D EIEE SIS OW TR, BEUREFHERD T CIREMTHOIL TV HIRETH
ST, HIL6 » HMThbEBVIRIEL ERiQEET5 2 & L35,

3. B, FEROREN FRROEEESFE T EL LIZEY LW E Th L3, mMERER LT 5
T ENREIR B DIZHONWTIL, EERERORNG LT 5,



178 EIT Vb4V U IEIEEE
O BW=E

1. BIE
ETYh-74)LY 2 (Mowat-Wilson) fEEEE (X, FFEAIEERR. EENCHEEDOMMEE L/NEEE3E
METEAERERERBETHD, SEERFTHD ZEB2(AIA .. ZFHX1B, SIPH EBIEFDFEIDTIILD
WREBABLTETRET D, BE. HKEERONT . HTRABLIRUETHS. TADMA . EXFERIE.
ERMDEBLGEDEHIPREONS, BE . HEDLEABLETONENMREVLETHD,

2. [FR
HAHENORZTRN2ED ZEB2 BIEFDHD1EDHAENREL THERRBLTE)RET 5,
ZEBZ BIGFERICI-ThiaEMas M RMADKEICREZE-I N, TOFHMLREIITEAT

HBo

3. fE4K
HHEMEER (REFENRWNVEE. BI288. RYULSEA, Ro158) (X 100%. EENLFEE
DENFIEE L 100%. /NEERENH) 80% DB FEICRON S, EHIT, TANAIFE 70%. EXMELEE. B
KEEBIE(EIL Y ARTILUTR)  FBRECRETHREEDE - MREBRDEREELINP DR
EEIMNEHOBRBICROND FEHLURICESRLECHORENBIDELSITHS,

4. BEE
B R TR AR EEITED, ZXREOER, EXEHE. RETHREEDEXREEIISNFHIC
BEETY. NILTOBFR) Y LITHERD TADAVIZENTHD IV EHNSDIEBLEE O
TERYPIESLTOAZI A=/ —2av A ALT 388155,

5 %%
SERMEMEELEDARSHEIERES (I T SR ABMETABENGINNIEEGFRIILERMBIFT

HdEFEZLND, FIIFMIIFTHATH S,



O EHOHEIILELEE
1. BER(SNREEERZRENRFEER
100 AFK i
2. RROWE
REREETFERBICLDESNDIDFMARRETRAER, )
3. MRMIEERE
REEIL (RHEREDH TH B )
4. REIOESE
WE (ZLDERD LT B, )
5. PHEE
HY FARVIERDZEEEHY., )
6. EEENLE
1) ~4)DVTIDITHRETIEERNRET D,
1)HEAETANADIGE,
2) EXRMEDNERELHY. PHFEULICELTIHE,
IREVIF. FROMKEEN@EERE. POHRRELL)  A\TIFRBFEADZS,
4) Ah—7=(ATRIP9- A TEERE) ZERRLCTLV\DIHE

[Mowat-Wilson SEIEREDES RS M DREL L B REHEDRAZE)
'Mowat-Wilson SE{&E¥ D2 ETE DL LR RFEZEICHESIHBEREE DX ERICET S8
BEREE BAROSMEEI0-—RERERRT NFEREELNR FRLN



<FEREE>
Definite. Probable Zxf& &9 5,

A. ER

Major Criteria

1. EE (PHEE)FHEEPBREEFONVELNLDIAMEE BB FEZEDEN (WH)

2. FEBGEER (WA)  TEEOIEEONM2IEA L E
T)EFHEMIEN TR FIMECHES LA =Bz 5, FRABEMLULIZE-5)
1) ¥R A E AT R R RAIARVEE)
V) FBEIEER I A (R VR, Ro=H T, BiID&4)

3. /NERfE

Minor Criteria

EXHEIRE (B2 RT IV T IR) . BEATEER
HMEOFREME

RREE

iR EE

FEXRMEERR

TADA

BibRABTERE

N o a bk o n =

B. BEIZEFHIBRE
RAD ZEB2(A4%& . ZFHXIB, SIPT) BIGFITHEEHEAMER (R, T REE, JL—LYIRE
B)hRESNNIL. BEZWMET S,

C. A2 H

LUTOHREZENT D,

1) Td—ILRIN—=5 2 271y B K§ER (Goldberg—Shprintzen megacolon) fE{&EE : & KB 14&
& (S HEE) KRB THY  BEREGF(E 10922.1 ICHET B KIAAI1279BEF THB.

2)72x )L (Angelman) SEIREE ., 1p36 RKAEIREE, JLE > XA A > T «E (Rubinstein-Taybi) fiE &
B.INoDERBE HOEHNOOMMIBEENEETEENK, THEMNBIULL, SBARRELSE
A)DRTETYM DIV FEERBICELUL TS, LML, BT Vb1V VEERRE IS ERIEE
ROFETEZICHEANTES,

<MD HTI)—> (Major Criteria D1E2M2IEH L. £EMIZEDHLNDB, )
Definite : Major Criteria W55 3IEB . AL L. Major Criteria M55 218 B & Minor Criteria3IB B LI L& 1=
L.C#&RRsIL.BZH=T



Probable : Major Criteria M55 3IEH . B . Major Criteria W55 218 H & Minor Criteria318 B Ll E %
f=L.C %4\ TES
Possible : Major Criteria M55 2I8 B & Minor Criteria2 I8 B LA T &&=

<&EZLIE>
SEMR
1. FE%
2. HIEE

REMR

1. MKR-ELFHRERR - EELGL,

EFRREMR X MRl THEBOEF IR EORBREENRLND,
HBEPHMRR RELL,

REFR MELL,

MEERE (IQ. DQ) - EEH AW IHFEMMEE.

o > w0 N



<EEESE>
N ~4)DVTIANRETEEERARET S,

DNEBETADADEE EERTANAVR2~IBEULDERHLIVEISZHIFAT. hO+HET. 25
UEBELTE, BEMFU LGN T AEEFICXEEZE-TRE(ARHEZRICEDIER) .

2) K XMDRENDHY NYHA SEETIELULICZAETHER,
NYHA 7348

1E MBI HEABRFEIHIRTEL,

mibvE (M) 24 LG,

BENGHEFBTIIES . BiF. FREZR. xMmHoH0 (L

., MFIRRE. ReHHOERLE MBI ELET S,

InE BEMNMPFEOREFTHOHBRAH D RePF X ITEFERICITEAER,
HEFEDIL, LLERAENFEBIZ L, BEERER . RESHTLHE) TES. B

I B SEOREEHOHBRAH D, TEFFFICITEEIR,

BHWNIRILE (R EET 5.

BEFEDIL. BFEBIZE, FHBTEE) TRE . BE. TREH. KHH

v E MEED=HLAELBREEBLHIRSNSD,
DAREERORDE (58 NRHFICLEFET S,
HIMEHEEFBTINOAEET S,

NYHA S5EIZDOWTIE, LT OHERESEICHMTHIELET S,

NYHA: New York Heart Association

NYHA 748 BREEEES RABRIENE
(Specific Activity Scale; SAS) (peakVO,)
I 6METs UL E EHAEED 80% LU L
I 3.5~59METs HEED 60~80%
1 2~3.4METs HAEED 40~60%
v 1~19METs LI F MEATTRESH BT
HEED 40%KH

MNYHA 73 FBICERZ 13T IG5 SAS [XAELVAY,

[ERNEHIT2METs, BHE ST 3.5METs, SUAKIE - ALY FIRIZAMETs, iR435~6METs, BEFR6~7METs]

EEBEETDERELTHEL,

I KEVH. FROMREEMEERE, POBRERLGE) . A\IHRFEADEE,

4) Ab—== (AR - ATEERR) ZEER L TL\DIH A,



PO ERYE K OVERE Py B O 12 B 1) B B R I

.ﬁ%@ WD ERARIEIR . BT AT LT IrEYE RICRe B D BUEN WA ITIE, Wi
ﬂ@ﬁ%@%@%%wf%%biz&w(tﬁb\%ﬁﬁﬁ@ﬁu%mﬁﬁﬁﬁﬁﬁf%of\%
RAREZR B DIZIR D, ),

. TRIEBRAGH IR B B DRI OV TIE, EUIREFENEEO T CIREMThi T 5 kEE

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

L B, FEROBREN FRROEEESFE T T LICEY LR WETH L, @R ERE ke
5 ENMERLDIZONTIL, EREBRORNSRET 5,



