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ERRET S,
[G40 TAMAIDIEZTEHR | s HESEEH
1IRIEE 1~59 T
2fRIEE 3~5MDH
SIRIEE 4~5NDH

b. EEIFKE : modified Rankin Scale ZFAWLNVT, P EEL LICRUTIEEFEERNRET D,
BAE: 0~2
hEE: 3~4
BYE: 5

c. MA-BHEE: TEOREZAVT. DEEULICKRETIBREERNRET S,
BRE: 1
PERE: 2
BE: 3~4

HIFIZEH -S> TIE BERD. RELLICRFLEDAEEZEZRLS,
1. BIERAN0. 7 UENDREFIEBELL

2. BEFRNOT UL, REFEEHY

3. $BIEfRAN0.2LLEO0. 7k

4. SBIEMN0. 2 KK
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(D TADAIET BEIEHR ]
FERES EUAREN BETANA BEERL S—EANRA #E A%
FEAEE IEREALMARAHAELRE 65 55
FEBHE RAEREHAZESHERHLKE L RS
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<BMEE>
Definite (FETE M) EXRRET Do

ARE—T )1 —N\—JEIRFE DM E %

A EARFR
1. BEERNTREMME ST
2. EER—NIDAOBR (EMLET)
3. WR#EIRMERE(THEAE

B. fiEdK

TADA
FEHEEN RE B
EBRE
|A-REEE
FEEsE

a k 0N =

C. ®EmMR

1. EfRREMRR

MRI: AR =) LERICHE VTR LA HEEENEIE MM E A1 .
BEOEKX. BERNEEFRIRO LR

CT: IR A RIE
SPECT: EEZEMNERIREHM T 3R AL DK MR
FDG-PET: BREZEMEEEMIE F R OEFELH

2. HEPMFRR
i BAIDRIKR. TADAMEEE

BB DN, BAIARAE

RN

D. # Rl
Z DO IR L [EAE IR R

E. Bz FRE
GNAQ BIEFDRMZE GEENHEEMME S EEEAR—N I/ BREEIZH LT GNAQBIEFZER

MEBHLND)
<EWOHTIN—>

LT DG EICHEEZHIND,
AD1IEBLULERELL.ADOBND2EBEULEZETSIELD
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<EBEEESE>

UTFISRTWI IO ERB=ITRISHRES B

a. TANARUVEMERFEER

R RERLFIRZEEICETHIGA0 TAMAIDEEFRHER S RUBEEEREXBEICEITLE
EXERS . BEER-EENEEZHIEEAVT. LTOVTANIIEZETIEEERNRET S,

[G40 TAM A IDEEZHR RENEEFTE
1HRIEE 1~59RT
2fRIEE 3~5NH
SIRIEE 4~5DH

BHEEEAFREZSHEICSTA1G40 TANAIDEEEHHER 5

TADARIEDRIATELHEE e 3

N ZORENBIZIEULHDEE 1HRIEE
1. BOREMNAICTEIULHDIEE 2fRFEE
N ZORENEIZ2EIULEHDIGE

1. ADRENAICTIRIRFEDZE BRIEE
N ZDRENFEIZ2ZERFEDISE

[CANARIEDEA4T

1 EREFELGVA. EEEBN KON EE

A EFEZERV. TANEET I, B0 FEE

N BEEEOREEENT. EETHRME
HIEFEEL. KRICZECHLRWNTAZRYT R

=
=
— ==
=

FRARIEAR - BE N PEFE — ShETM

(2) Re N PEE T

OHEIZH=--DTIIUTDIELEEZERET %

OREELEEHSAIVFHESAFITSVTRELGIRILEBE. B8, MEIGEEL,

QREMLTIRFEBIZIEART - AL TOS IR THL, FIZA LT - ETHEEEFEE{ToBE
ZEELT. ZDEEDEFRNIOEETDREZHEYS 5.

1 BEESCNUEZTEROHROD, &, FHES. MHESEROLHHN”. BELEFRVHARE
EIEERIZTED,
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OEYILBEEN, FILDFZRF. EREECEVY. BlCRE. B0 ARR. H2
DREFRFPLP/EAIG, HRMFHREPCOHEROF A, BIKRPIREH DV IEUEHHE R
FEANDSIGENBRMIZTESHDNILELIZTED,

OFHEZTERELEVALRLIICAEEFRUHREFREE DS ENTESD,

RHEES. MEEERD. BEEEXIHESETIC-—EDOHRERZ TS,

OM JICREDENBEMHLOINIBR TESLN, —BREZLELT HIEELNHD.

OFIZIE, —ATHHTESN | BRGANZADINDIKENELHZEITHULRETHS

OTAT 7 PMFBMESIEERLGLEICSMT E . HAHVIRENERDHLHEXFT. ERAR
Ik —MBFZEL TS ELEFND, BENGREELGT CLETESN . KR OFIE
AEIELIZYT HERBMNELDEN DD FRRFIIEHEA DG HAZTRIEZ LR,
FIECHYMNETIIEL, BREMGITEOC. H2EFOHRTRENEYCTELRN LA H D,
THOTURKFEMDANCEDESIENTES, EBDANATIHERDBRLELLS
HEKW, EEEE IR TED HEAEFOP TREUGTEZEOTLEIZLEFIDEL,

FaES. MMEEZRO. BEEEXIIHSAZFCELVGIRZZTTESY., KICELTXEE

WEET D,

OMIZRBDEN R TESN . XFEDLELETDHHEAN S,

OFIZIE, FERDONELTLELNETELLDD . AFLADBI NS KR EAEL G E (TN T
BHTENRETH S ERBEFITITGEDTBILENANHIETTES, =, TA7T7ORF
MEXEBERCGEITBMIHENTES BEE/N\FVRAIKARTIREDRELELT =0
[Z.BIEREDKEEVEET D, FRARFNERMAN DBELZITELGN, LR AKX
RIFZLLMEIZCHYXEZETIIRL . BENGTRICE#AHD BEEEORTORS
ABEENCTELRNZENH D ITBHDTURAMD AEFRI=OTLEIZENH D, AL AN KE
WEERDBRAPELZRZLOT VD, EREENTELRWVGEELH D, HEEFDHTED
BISESBEWNMTEIZESTLEICED B D,

BaES. MMEEZRS. BEEEXIHEAZF CELVGIRZZTTEY. BERXEEZET

®o

OM IZRBDEFERIENZITNIETERGLY,

OBIZIF. HLLALEDKRELZ LLBIECHYNETH S, BREMUAEL(ZLL, BEMLGEEN
DIKFEENBLTEY THORYTHARTH YT S, BEEZFITELWTITEBOTURA U
DADR—RERESR=DTLES EMLGHKE T, WROBBROBILERLOT L, £
EHFTRHETHD, AEEFDPTEDHITHESGUWMTHZEOTLENNETHS,

RHES. MMEETERO. BORYDILIKIFEAETELL,

OM JICREBEDLIEXELNH>THIFEALETERLY,

OARE- AFTHERFEEF BV TE. RN -EENEOEEICERIIZEVLELT S AEEFIC
BLTIE, EEBEAZEADNEELBERNICTET . FEHFVDDETHD, RELEFIZHET
L EYLGRBEARLEY. RAMTLREDRECHLDOFRRIFLEREMICIITAT ., B
XEELELET D,
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b. EBIFFE
TEED modified Rankin Scale ZFAWLNT., hHFELULICERET HIEEERNRET S,
B2E : 0-2
FEIE : 34
EfE ;5

modified Rankin Scale
0 Fof= {IEMRMELY,
1 FEEAH > TLHOMGEFELGL, BEDOHOOTFERIEITZ S,
2 BEOREE  REUROZTENL2TITASRTEHGLA, BAOSOEYD I &IFB4LIC
TZA%
S HEEDESE : AIoADNMELEET DN, HITENMBLELIZITA S,
4 FEENLCEEDES  HITOEEAMNERICENMBALETH D,
5 Bl-E Y, REBKE, BIINELRTFVERELT S,

%

BREERRUMBEBIRA E B ICHEWKETH S,

1 BRERRCMhEBIRESH HHY, RELEIN ST TOHEFOEFDICHREIEVVIKETHS,
2 FIELRIMN ST TO-EFOFBIHIREH SN, AELEFFBILTLEIKRETH D,

3 BELVYORAARBHEZAALENAEGEICENMZRELT S0, BEDSIT. BE. HEL
BHDMER. P LBEICENNELEE LBWVRETH D,

4 BELSHIT. BE. BELLGHDOHR. MM LULBEICENMMZLELT SN, FEMHLGNERID
BELBWRETH D,

5 BIEIDNBEVLELTINETHD.

c. #ih-HBESE
TROREZAWT, PHEEULEICRUATIEEFEELRNRET S,
BRAE ¢ 1
RESE : 2
EIE : 34

HEICH->TIE, BERN. BHELIICREFCEOAEEZRAL S,
1 BERDOTLULENDORELELL
2 WMEMRAOTLUE, BEREHY
3 BEHRAN0.2LULEO0TRE
4 FBIERNO.2 XK
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XEMBERVEEESEOERICE T5BEER

1. WAEZHICAVSERKENR. REMRFICEAL T, ZHEAZELICRROBEALZMERICE, VT
NOFHDHLOZAVTELEELI AL (L, 4REFOBEBEZRIBRKEREFETH LT,
RARRTHDITR D).

2. AEMABRICETAEEESEIIOVTE., BULEZMEED T THEMTIONTVSIRETH
2T, BE6ANARTRLEBVKEZEMAHINT S LET S,

3. BB EROEENLEDEFEENEEFT—ELULICRALLEVETHLID, BELEREZRGT S
CEMBERIDIIONTIE, EREMHOMRET B,
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158 #EENTEREILIE
C =

1. BE
$FEETEAE 1L fE (tuberous sclerosis complex: TSC) I, [RELEILF TSCI. TSC2 DEXEZINITH D/
TILFU . FaN)UDEERDBETEIZEY ., TRO mTORCT OHIFIAENST-HIZ. TAMARH
BE. ITEVGE DRES (REETERE L E R EM B IEE  TAND) v, LR T EMAEM 2 #iiafE (SEGA) . &
mEFHEE. ')/ \ARE % FEAE (lymphangioleiomyomatosis : LAM) | EEE D M E R fETE D@EREE
£HICELDEERTHD,

2. &HA
TEETMERELE (FOB DR BRLIZHD TSCTEEFH 16 BEORBERRIZHD TSC2EEBFDEREIC
FOTHILELRT. EEBABHEREFEINIERHEAELS,
TSC1 EIF. TSC2 BIEFIFETNTNNTILTF  FarY U EFEND IV N BEE DD, I\TILF
U TFaARNYVIEENTNDERLRFICERTED FTRIZHS mTORCT ZMFIL TS, LIz - T
TSC1 EInF. TSC2 BIEFDEEIZKYEINENN DDAV /N IENEEIZIEDHE mTORCT DA
SFELLMNF I, mTORCT AEMEALSNDIERRITTRT LS5HB LA DERNEIRT HEEZLNTIVS,

3. fEK

EEMEILEDERIZZFELFITHY, BREKRORERD. BELEATHDL, BEHAISELRE
[CHIRTDDBOENGE. HERKIVYROONIREDBKM. 2L RN SHIRT S TANA. BEAX
ROMSLEE ., R FERE. EEEONERHE. LIRS BRI T THEIREIZLSZED L L NES.
REDBERE. /NN BFHRIZERITGLIEOMEMABHELCEE, 20 MU EDFICZEIZRIRE
&1 Bl LAM A5ffidD Multifocal micronodular pneumocyte hyperplasia (MMPH) . &i5(Z 40 S LIB&IZ1E N9
HHILEDESECFEDRELGENH S, TOMMEREEDLCL v TV F EBOIFAILEYT1Y
TRERLE. FOEBOMRRELZELLELEROONS, AOHESL T, ROES. fFICEVD—F
HEDEBZNRIRITIEARL (SEGA) EVA—AESESVWTKIEEEZE TS A HDH, MEBTDENE
OMEFMASHEINEKRT L. FFICIHHRESIZRITENH D, T-. BENMBERL TS L, BITEM
IENETHIEEH D, fifi LAM DT=HITHIERFIFIREE . SBEREYIRTIENH D,

4. BEiE
SHER A E D FRZMEE (mTORCT AEFIZAVEMEREX) AH D, TADAICHLTITEDRE
(I TAMNAZE, mTORCT FREH) Wl ENIF M ITHONE. BEOMEFHIEHAIEI L TIE TAEGE
BIIREAR ) . ORI FEMIC LD, REDESICXLTIEZ mTORC! FREFIOBREHRF (SAE). L
—H—  BARBRTAVEAERERONABFHZT5. HEZSICHLTIIFH XIEEYMEZE
(mTORC1 FHEA]) . BESIC L TIEEMEE (mTORCT FAEH]) . hT7—TILAR (BIIRERM) XIE
Fit. i LAM [ZX L TIXEMEE (mTORCT FEEH G EMTTIHON D, 2019 F LY FEETEEILEREE TS
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(2T HIAAYLR(MTORCT AEHR) BEAZRI SN =, KBRS IEE LR AEIZ+ 570 &N
RUBRBREREIHEMDLETITONASIENEELLY,

5. ¥t
HRERIHESETEEDIDICKELMEELS, K, BESOM LAM [FEE(CLDEEM P ERICE
55526020, RMEEINSHAETESRKEEIERSLEILT S L, BE A TIIERNAERL
BN, EEICh=2MENBELLS,

O ZHOHEIIVLELEHE
1. SHTEEOERSMETREER
757 A
2. RFEOWE
THGEETFERIZLIN, FERORENA H=XLEZTHTHS. )
3. MEMIAERRE
KRS (BB DRI OEY & B4 EIEH DN, WAMEES A LRI THD. )
4. REIOEE
DECGEETFESTREL. RANTARENEN O, EERENERTS.)
5. ZEE#E
HY (EERADDHEERY, )
6. EEENLE
HEMCHERLE-EEESEEAVTOTAAD1ERIZDN TS L—R3RIZ2ERIZDVTYL—FK
2 LERRET R,

O 1AM
M43 5 SR B IR 9 22 B RME M MR C R DR 2 MRS E DU - 2R e #t D RESL )
MERKE HFARFRXFREFARBARRBERERZLE BUR SBTETF
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<EORREZE>
Definite 23R &9 5,

EENMEREILAE DS TR #E
TSC Clinical Consensus Guideline for Diagnosis (2012)

(1) BiRFHIZEELE

7SCI X|F TSC2 BIEFDHELLDIEENEFEMHENSD DNA TRIESNN L, BHHHEEILEDHETES
BFIZ+ 2 THD, MAELDIERIL, TSC1 XUk TSC2 AU /NI DHEREFRFELTY (Bl Z (X out—of-frame 1&
A REEEROFVEVRER) AVNIEETTIT S BIAEKREGT /LRER) CENHACHGERESHSHL
(A IROBBEIC R (FT BN BBERTICRYREILIL TOWAIR BV REREERINDS, TR D TSCT R
(& TSC2EIEFDEIL THEENDEENSIFEEETHEVEDIE, LEEOEEEFFH -7 EEEEILELRE
EZWTBICIET T+ ThHD, EEHMEEILERED 10~25% TIE—RWGEGFRETEENRESINT,
FRGHRBEEREMESMHEILELZ B ET SR TIIGL, HBEIEEILEDZIICERRMZIMEELZRANDSIL
[CRAISEEERIFSHBVEICEEITRETHS,

BERFEMEZTTOVEVLDBLLEBREEZZ TN EENRONSGEIST5HE
(2) ERIRHIZHTELE

A. KIEIK
 RERN (EES5mm UL EOBBIZDLL)
. EEE M ERMIE (3D LIL) RISATEERME SR E
CRHERE (2D L)
TNy F R EREK)
. BRMERIRERME
. REFEET X IEMETHR Kk B B iZMiais Bhig
. EXRTHEEI (2201 E)
. EXRTEMaLEMaE
CIDER AR R
10. fifi') >/ \ARE A REFE 2
1. MEFHEIE (2L E)*?

© 00 N4 O O » WO N =

B. /MEIK

. ETHEFRAR

I FAILINE (3DLLL)
. ORERRHERE (2Dl L)
. BREA R

. BHRMBER
CBUs0iERE

o o » 0N =
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7. BREIEMRE

C. R
*1 RERGE ST KRB E MR EROMERERFIZRNHLLEEE1DEEZD,
*2 fi) o N\IREFIEELMERBHEOHMERLAHIIGE ITHEZEH T HICIIDIERERD I
ENH b,

<gEohTIN—>
Definite : ERER I BB E D 5B KAEK 2 D RITKAEK 1 DE2 DU ED/MEKDO VT N EiHT=T
Probable : KFEIR 1 D RIF/MEKR2DLUEDOWT D EBDHOND,

INERT1DFZFDISHEE, BEFHDEHEEEH-TIL,
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<EBEENE>
EEESEZAVTOVITAADIERIZDOVTY L—R3XIF2IEBIZDWNWTY L—R2UEERERET S,

SL—K
1 2 3
S
SEN/SEGA SEN %V SEGA HlY) (EFEHD | SEGA HY (ZHERXIZ
F1cm XiFE) F1em LI E"
) BY B TANAEN | HYCGEE. BE. F
e | TADA HY (B
HHIEAER e ARSATD) i)
HpREE 15 AN EE BE~hEE EE~REE
B RS Rt — BE~hEE EE~REE
A I S S
ey | R REERKEBEIH | HRERCHEEE | Lo R
; =Gy KEENARE T GRmARE) | T
&5
- %Y (mTORC1 FEREHI
T ‘ HY (LIRS ENR , i
DER | DERGTE HY (1BEE) ) MEREEE. 5. AT
= —F L. FHEE)
Y (B R TE3em
— BY (#5NDEIom | Y (SRXUAESem b, BE1 EDJIW
i) BIE) [ BEELX0 He it 0D B4
= b2, )
HY (5 ULABRD
ZEAT) HYCAEDOBELL) |
DBEHY)
BEMIEE HY
SrEd R
REITZSEDS | ammnscmvan | BREKasY.
LAM et pa | PPEERME AR | mTORC! IBEHNE
fif TS LEVENBRELS | BREOMBERED
HOTHKYTH D, ) SR B AN E
(#FBER) i
MMPH HY
Bk LAM HY (1B HY CARHBHE) BY GAEIHE )
Rl DREE72E O
ZL A DBRED . e e
g HY (1B Y CAEHBE) =4
EIE. BSE. = :
T PEComa
RIED;BENE HY (1B HY CARHHE) e TS
BEOIFAILEY ‘ HY CRENBE) , i
HY (1B
SA4 5 = BEREERT

*1 $TITEKR (FHXIE mTORCT BEFD NMTHN., BROMBICKYREIE 1em RiETHAHH.

SRUABROMBADEEREST,
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*2 3 TITER(MTORCT FEEH]. L—H—, F AMTHON . BROMRICKVRERFIHIEEADK
ENELIIGNA, SRLBROBENDETISEEZEL,

*3 ¢ TITAE (FilT. BARERMTRIE mTORCT [AFEFD AMThN., BEOMHRICKYREFTESem K
mTHAN, SRULBBEDRENDEGBEZET,
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KL FLUE N OV BE Sy B OIS B 1 5 B B IR

1. WAZWITHWDBEHRER, AT RS L T, ZREE LICRBEOBREN 2WEEITIE, WT
NORHO b DZANTHAELZ R (7272 L, SRR 2~ RERE ChH - T,
RAREZR L DIZIR D, ),

2. 1BIRBAIGTRIZ IS 1T 2 HIEE /I DWW TIE, BEIREFAE O T TIHEEBTHOIL TV DIRETH
ST, HIL6 2 HE TR EWVIREAEM2HET2 2L L35,

3. B, EROBREN FEROEREE NS C—EL EICEYS L nE Th D0, mEARER LT 5
ZEBRERLDIZONWTIR, EFRENROMRET 2,
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167 RILI7UERRE/OA R - T4— Y E(EEE
o #=

1. #H=E
RENR. B4, IR, ffi. RIS, BELEDLEOHEHRBA NI ERMERE . BIREOHRL
EDMERERK., BIEZEOEEEER. KBARRELARE DRIERK. BEERTH. I, KBIRAER
RODEREEE D, FBNT BIFEEICEDVIVLI7UIEREEL . TGF FEEGEFEEICKDAMR T
1—VIEEBEICKAIIN D,

2. [RE
EEEAREMEGRTHY. TILI7UEIEE TIEH 75%. OA X - T4 —VEIRE TIZH 25%H3EH
SDEETRIEL. BYIEHFELERICKD, VILI7VERBEORRESGFIE FBNI. A4 R -T4—ViE
ZBEDORREEIEF(X. TGFBRI. TGFBR2, SMAD3. TGFB2, TGFB3, SMAD2 H#IBAL TL\AM, D
FREGRFOFELEOND,

3. fEK

RENRE RN O KRENARAEREIC LY RRTEERT e H D, BRAFEERSHTH, KBRFRAET
ZIZKYDFEPTFRRELZL-Y, KERGH TIEavIICRAZENH D, BRBRELLTES
BR.RIE AL, RIWEEDOHMBEATLEELET D, TOM. KEERERFAICEYRIDET.
BAKMICKIYERRE#ELEEZES D,
1. TILI7USEIRR

RENARE SRR - 28 . KRARAE. SSER-BRVVE-RAE- 18- AELGEDHBHEMERRE
E=FHET D, 0MNERTE. RKBRFAFAEFLFICLIDA L, KEARMEHIZEDav PR
REET D KBRRELICESARMAET. BRASMICKIFRRELELET D,
2. OA R T4—ViEIEE

2 OMERIEIR (KBRS - i35 . P/DEIRIE . BIARIETT. EXMED A EBERRAERK (R -
IShE., BIE, BRET AR ENE. A RMEARE. RERRESRHAEES. BHETTTE . IRHRESE) 2548
ETROIN BEAEZELKEN, BRBIEXREBIREROA45 ., BBIEEER. IR, B D28 /N
IRZFIZHEL, RAICHEBICESEELH DS, TOM. BEATMICKLTFRRHELGEEZEZS D,

4. BEE
HETHOMERZT (FIRE -8 IS LTI ATOEBBRATEENTHOND, MERZTOEITH]
HD=D, BEMEBELTUOOATULDUZBRIERELEDEMEENTOND BRE. BEHKREIC
LTI, MEREEDLEIZHLEFHRiDITHNS,

5. %t
DMEREHEICKVEGFTENEESNEIN, RETEHELLICHETT S,
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- AR R BRI X BERI&72Y 55,
- REARFFAEFELEITLY ZRAICEDEDIR LD R EZEHEL,
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O EHHEICHELEE
1. BEH
HEEEL #915000~20,000 A (ZD55 3,000 A~4,000 AlXAART—VEIREE)
SHREEOERZHEILRIFE 849 A)
2. RROWE
TR (RRFBAXILREHAKAZER)
3. MBEMIEEAE
KU (KRB EEEITEV, R D EHHEICH T HRHERE)
4. REDESE
DB (RAEREERGETEBET D)
HY (EREZODZHEEHY)
6. BEREENLE
1. INRBI(18 R iH)
1)~3)DVFTIMIZLTEE
1)IRAEDEBET, WD, FIPRE, MABEIRE. m/DRE. BEZE. RELENRE. BEH
DVFTNHADIEESINTIDIEE
2) KENAREERHER (Z=3) AEEDONDIHE
3) BhARSE - fiRdl - N E RO BI5E
2. A
1) ~5) DT ML TIEERNRET S,
INVERENHY . EYWEE-FMICE>THNYHA SETIEULICRYT HI5E
2) KENAREERHAGR (Z2 2) AN EBHOLNDIEE
3) BRI - fEBE IR . FHiM RSN TLDIEE
4) REARAERCATMEBEBBRTFICLY ., R AERLETFRIAVLELIRE
5) BRIRZEZ(Z LY modified Rankin Scale (mRS) 3 Ll E&HIFEESNBI5E

O thsmiRtts
(NI OB LR S BERRIE TR
FERES ERAFEFHHERG- BEBNY BELKE THAE
(04 R FA— YRR DB - ARD S A FS A AERLE S UFALARE D B - BR B AT R D IR
SRR ORI T SRR
HEKRS EUBERBRTEL S—HRFS T ENENERREHT

[EXREBERBOERATLEAREFAREOS LRAELBEDOIL—LT—IDFEIL ]
MERERE BEKRBARZEFBEREEGFEEVSF— KR /NEERRER

MEFRREICII R =T IR BRI D B2 R 5 81 1B 9 5 22 R A - I AR 5T )
MEREKE BEEZZRZFEFMHEREGFEVF— iR /NERRER
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<TWREAE>
(DRI IT7AERBEDZMESE
BET Ghent SZBTELSE (2010) IZ#EC THREE S WZE TS
A SEK-FTR - RIEE
) RIEEALEVGE (KinE) DM
D  KEARELBHELE CKHTRER DEEHEEC DN TIXMATOIREEISE > TR 52 EA T AE
@  KBAIREIRRE - FEREE)
® FBNIEIEFEE"
@ BH@HmMRGRIURLE)™
D+Q.D+R. D+@EHLEDIIGEICRILVITAIEEHLZH T H, QD EERNKFIRFELEENHD
CEMEERASN TLBIGRICIE. Q+QTERILI7FUIERELZW T 5, =1L, O+@DIFEIZIE C ITZE(SF
SBERBLEOBANEET S,
i) RIEEENHDEE (LEDDO~DIZKYEFICEZ SN - RiIGEEZRIEICETS)
D. Q. BONWTNAEROIIGEICRILIFUERBELZIT D,

B. @EMRGE
REMREERZE: CT-MRILIFEE KBREZICLIEBREE CHREBSN - KBIIREIOILIR (KEIARE
BB /NS ILANRED BD 2 2a7 220, 1120 20 mRFEDREFI(EEE iDIZEZH)TIX Z Ra7 23.0) X &
REEEHT 5,
*TIWITTUERBEDRALHIERINS FBNT DRIREME/ )T RDRERE
BB AITDRAUN(BET 20 KAV b 7 R4V ML L TRBHE)
- FEYAVHHEBEYAY - 3(ELLIDADIZEE - 1)
- JBHY - 2 (RH DL IEMIEBIERFEDIZE- 1)
- BRER - 2(RTEROADIZE- 1)

-5 - 2
- FEIRREYLER - 2
- BEEEFRM - 2

- PEERTEERIOBEL+HEEE BRLEOEMGRERZEDORNES) - 1

- HIEHDITHIEHEERE- 1

- FEEET DR SIR- 1

- FFAIEEIR(RERSE . ARIKFAM . BREZHA T, B EMAL. THEZR, D353 DLlE) - 1
- RISHRE - 1

- EWO3ID) -1

- {BIEFERE FERXERbHEL) - 1

C. #RI2H

O R FA— YRR, Rt XBIRE- MM, D& T—5R -5 ORERR. ©2TU YTy -T—ILEA
— 5 R,
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(2) AL R-TA—VERBEDZMESE

EERFT R B L VEGREHIREICKYZEEETE TS (MacCarrick G et al, Genet Med. 2014)
RIEEANLZMEE A1, (T A2~AEDI52DLU LZRH . B THRBEGFICRREMEREAEDH D,
"REBLAHS5E ELFHREETRHELRACEGTFEREZALD D,

A FEREFUVFR

1. RENAREED D YRR (REIREAR (/N IL YL/ NRED) FED Z 227 22.0) RITAERE CKITRER D EERE
[SDWTIXHTRTDREE B> TEM S ST EAATER)

2. DIMERFTR (KBIIRGE - A7 . DR BIIRDRETT - 7 - R k)

3. BRRRFR (RAMX LM, A1, EEa et EAXEARE, BRTTERGEDLT M)
CREEEER (RS- — 2 0EE, OER . BEFRSRHESREOLT D)

5. REFR (MEFE@E. HHME ALZTFHREDWT DY)

N

B. BEzFMRE
TGF BT F WA ERIZBEZR T D8 F (TGFBRI1. TGFBR2, SMAD3. TGFB2. TGFB3. SMAD2 DL E uhY)
ITRREN)TUREED D,

C. #RIZH

TILVITUREIRRE . RIEMERBIARSE - st MERN TSR -FUORERE, 2 T)oYzy -T—)LRN—Y
REIREE
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<EEEDE>
1. /NREBI(18 mRiiE)

1) ~3)DVFTINEZETEE

DIREDABET, BOE, FIFRE, RAEIRE. i/ MrE., FUBEIZE., RIEMERIRE. BEFIOLT
nHMREESNTINSIEE

2) KENAREERHLGR (Z23) A ERD LN DGR

3) BHARSE -

2. A

FRRE - IRERDDIGEE

N ~5)DVFTINEETEEERNRET S
NDINMRENHY . FEWEE-FlTIZEoTH NYHA ST ELEICERET 5158,
NYHA 533

1E

MEBEH O FEERCHIRITLN
BENGERFEBTIIERS . BiF. FRER. X@HH0(E
HibvE () ZELEL,

BEMNMPEFEOSKIBDOFRL DD, REFRXEBETERIZITEER.
BEFEDIS, LLERMEOFE (BIZ L, BRLER . REHITHE) TEF. B
. RIS, KEHHOERLE MR EET S,

mnE

SEQREEHOHRNH D, TEFFFICIXEIER,
BEFEDIL. BHEBIZE, FHBTEE) TR . BIE. FRER. K&H
BVIIRILE (R E4£T 5.

DNVEREBED=HLAELSREEBLHIREN DS,
DAREERODE (08 AREFFEICLFET D,
HIMNEEEFB T NLAEET S,

NYHA: New York Heart Association

NYHA Z8IZDOWTIE, LT DHERESEICHIET H5-ELT 5,

NYHA %38 B{REEREN =N e
(Specific Activity Scale:SAS) (peakVO,)

I 6METs LI E HEED 80%LL L

Il 35~59METs EHE(ED 60~80%

I 2~3.4METs EHAEED 40~60%

1\ 1~19METs AT FEATTRESDH DU
HAEED 40%KiH

HNYHA S EBIZER IS G T 5 SAS [FRLAY, TEREHIT2METs, BE ST 35METs, IUF KR - ALY T

AR AMETs,

E4H5~6METs, ER6~TMETsIZEBEFNDERELTHEELT-.

2) KENREERHLER (Z2 2) B RBHLNDIHEE
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3) BRI - fRRE R . FHMARESATLSIEE

4) KEARAEB CATMEBBRMFICKY ., B AREEFTFRLABELSE
5) BHIHEEZEIZLY modified Rankin Scale (mRS)* 3 LIl EEHIFESNDIES

* modified Rankin Scale (mRS) H|FEE#ZE

modified Rankin Scale
F o 7o FEEA R UL
FEMEIEH > THHELDRER T AL
HEO#HDHERTITZ D
BREOES :
HEAELUBIOFEE AT RTITR DD TR L
. BADOEDEY DI EFNEAELICITAS
PEEOESE !
FALHONBERBEET DA, HITIENBIAL
IZ1TA%
hEENLEEDRE :
BT CHERNERICENBHPRETH S
BEEOREE:
B2 RBRE BICNELRTY 2B L
ERA)
T

SEICTRER
BRERS LOCMEBEN L ICAVWRETH S
BEIERE L O EEIEEH 5 5% RAEUETD 517> TWHERE
EICHIRIE AR WIRRETH D
FIELFTD DT> TWEEREDICHRIEH S P AREFIIBEL

LTWaRETH S

BOWYPAHTERB AR LIAE RS ICEN-Z2LEET D
P BEST. BE. BLELAHIOHR. M LB SIZENBZ
ZELAWRETH S

BEST B BLLAAOHR, M LASICEINZnEE
5D KRB NEEILEL LARWRETH S

BICHIONBIZLEL T HRETH D

MW LTE K OV BE B A DTS 38 1T % B B IR

1.

T W O D EEAER . MRAFT RSB L T,
NORHObDZANTHE LR (221,
PHREZR B DIZIR D, ),

PWTYE EIZRRB OB EN 72 WIEEIZIE, W

U PHRORE &R T IARIERE o> T i

- RREBAAGTE ISR D BAEE IS O WL, U R EEREEO T TIREREMTON TS RETH

ST, HIT 6 221 H Th b EVIREZ ERI B2 Z & L35,
¥, JEROBREN EROBEIEE % T gLl LI
5 2 EBBBEREDIZONTIR, EREMKOMIR LT 5,
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168 T—5 XA OREEEE

1. =&

I—5 RS2 ORGEEEE (Ehlers-Danlos syndrome:EDS) (X, E[E. Bfi. MELE S BMNGHSHERB
DREBHEICEIEGHERETH D, TORELERN S, 13 ORE (LAY FHAD DEAFE O
R A GEBREN R, SREHMER . REMEE. KA NBAREERE. SHELRE. &
iER SANFE HEAR) IZHEINTEY., 2RVEZEOLE-HEHEEEH1/5000 AL TLY
%

2. [RE

AT URNFRIFAT—TUBRBREICEHE T IBROEGTFERICE I HAERGE Vv Ba5—45
VBT (COL5AT. COL5A2, COLIAT, AEBPIN ZEEIZLY . EHHB I TRADUVEBLGF(TNB EE.
IDEFRFIB ST VBEF(COLIADER, MER EDS (X W Ba5—4> (COLAN BIEFEEREKL
Y, ZRBEEEEER EDS (XIEO5—42 (COLIAI. COLIA)EERFEREICKY. KEMRSBEETnaS
—472 1 N=TATA4F—E (ADAMTS2) B FEEICKY ., RAIER EDS (53— 7UIEMHERIDIL
EROXLS5—E (PLOD)ELFEEXIE FKBPI4 EInFEE. B AIREIREIX ZINF469 EInFXIE
PROM5EGFEE. EHERBEIL B4GALT7ERF . B3GALTGBIGF. XI& SLCIIAIZEBIETFEE.
BRERIETILIEY 4-O-TRBEEBERELRTF (CHSTIH XIETILIAVFEBIEAS—EEERTF
(DSE)ZER | SANF—HINE S-S UBIEF (COLIZANZER ., AR X CIREIZEFXIE C1SEIE
FEERICKYRET S, L. TR TN DEGFEENED LI GHF TERBEDEHELSIEEIT
DM BEICOEALFHMEREEITHTHS, REEGRFIARESN TUOEVEE R ORER LD
MO TULVELY,

3. K

THRIVCEVTIE. REDOMBEE(BRICRTSH. ERMERELZRY) . BE O M (RK. BEALY
L) MEDOMESEME (RELLOT WD) DEFOER-ER. LT RKBIRIGEREET S, BHABICH
WTIE, oM VWRMOKE ., ERMEREZ LBV REABREN. £ 5EH B, ZHOEEZET
%, DEFEICEVTIE, EEETHEODEBARE. REBHEEME. ERMRE. BUVKRE. ZHMm%E.
FEAREZEY 5, MER EDS [CHEULTIE, SIARMRRE -Z- A, BEHN. FERRNEV--EEL
BHEXZETHEELIT, DA DM, FFHMER. R THIKOERLEDSERMFHENH L, BHEE
EDS IZH LTI, FET DS Gl (BRE - FERTE. B1EER) THS. ZREEHMERICHVTIE, &
KEHAIREERR. RES (B BEEEZHEIEELSEMANE. REAGRREEZET S, KEMRBE
[CEWTIE KERGEZHOIKERSEME. FE-EEOKREME. FEOH. EESHMME. BAIL=T.
MEEREFOSRRES. ARSI CEEL-HEARNBROEHEFTET 5, RAIER(ZELTIE., &
REMEBRET., EXME-BHARKEAE. (FB)BEBZESL5EMBAEBEET 5. HEHAREEEC
BLTIE BVAR, REREETEA#AR-RRAIR. SREEZET L, BHEBREIIE LTI,
BEE. HREET. OREHEET 5, HHERCAOTIE., #THESEBRSEYE (REABRE- T
B, £ 5BEHE-EERE-ER. EXKRTIE. DEFORME - 35, #AMEER. BERILE. B
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BHELGE) RUELRE ERFEORFH. ERM S REERRELRE) EHIFHNTEREET 5. 34/
FRIZEWTIK, EXRUHRRIET - EHME., ECRE e, SUEEARISHEET 5, EARICEW
T ERRESEHLMEEE X, ARE, EENEREET 5.

4. BEE

T EDS [CHITHKRE. BEH DM TILICHLTIE, BLLVNESEZEZ 5 L0YR—2—%2 KBTS
BEDFHNERTHD, RERGICHLTIE BEEGREEET S, BER EDS [THLVTIX., BEZER
EIDINEYT LA PHEEDFER. FERBRNOODEREEDORSE{TI, MEE EDS D
RAEICDONTIE, EHPNLTEGRE - REROEELGTMEAEREITI (TESHRYREFMIZ, EITH
DERICIINERNAREERE. ) L. SEMEL)TOO0—LOBIRAEE FHDRSBFIATNS,
PR ERRDRERIC(E, DELFMNDETHL. HiofEE EDS [CHELTIX. EHMNGERR (RIE,
R E3) D ETAM . (Do E D FT AL SBFRER R . ERFI D FME . B EICIECI-EGH- B THARGENBRES
N3, REIZHNTEH, RRICEFHEIC T DREREEITS.

5. %t

BEIDNEHR-BEERARLSEEICHEIY. ETHOEEEBMETEMEREEENR (RS- - 0% -
MO, ERLGE)EHL. QOL DIETEHFS, AT EDS TIH. RIEMERERE. £ SEMEE.
EREIZELY QOL ANMET T 5, BIETE EDS TlE. BITETHE DL B thiEIc L2 EEEE . REY
BREY, oA TEER. BEEMRATE. BBMERERK. @EFERAL(ICLY. ELL QOL DETZEHS
(BT, B=EY), MER EDS TI&. BIRMAERE - -HRZFDIC. BERE. FIRFOFERRLGEHE
FEHICEIBFERATRCOBIRELSGE L BEKO KIREFAETIL, 20 HETICZ 25%5H%, 40 HETIC
80%MEMICEAHLIERLGEMELEL. R EHMOFRIEIL 48 MTHD, MHAMEE EDS T, 1T
MEEERERICLIEDKERES - REMERETMEICLIYELL QOL DIETEHS, (BHF. B
f=&Y)

O BEHDHFECHELEHE

1.

SHETFEENERZGELRFTEYR
#9 20,000 A
RmDHEE

FH@QS—T N F-EHBROEGTFERICLINLRIETH, BEHE CEXRRETFLTH, )
MRAIREAE
REEIL GHEREDNFILTHD, )
REDEE
DHE(ERECEVWTETHETH S, )
HY (EREEMAERBICLIZMEERUVARIERDOZHEEHY, )
BREESE
1. /NRI (18 B RH)
INRIEMHRERROIKEDEEIZET D,
2. BB
1) ~4)DVWTIMNIEZETIEEZRNRET D,
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1)IMRENHY . BEYAER -FMCE-oTENYHA S ETIELEICERYT S5,

2) (BERERNRREGLHBHCEELED) BIREHHECHILEZSUHBHRAREZ 1B LI ESR
EL-BE,

NBEDFERULOR TMEMNERSEIUEHBLEBES, (=L, ACBRICHELEET
MEF—BEARLENEDICONTIITEIERZZEET D, -, EFftEICHEBRLIZIGAICA
BREDOEE2EFEThIULATETS),

4)modified Rankin Scale(mRS), BE K&, FROZTNZTNOFFER7—ILERANT. LT
NIULERRET D,

O faEiR#HT

[T—5R-FUOREER (FICMBERSIVHE) ORERES IV EZEIEE O | (EDS BI)
MERKRE EMKRZEFXHMERREGFZEI A8 TEMCS

[TFILIEL 4-O-FREEE BB R RBICE ISR - FUORERHDOREMRALBEREDEHRF)
MERKRE ENRKFEZHMERREG TR AHR HEMS

ERRARREICSIHIL =3 I IR BF FRIL D B2 45 &1 ICBE 9 MR8y - M MR ET )
MAERKE BEZRZAFEFMEREGF L F— iR /NERRER
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<BMEE>
UTOWThhDREBELTHESHSNIEE L, BE BRE) BI—5X -4 OREREFICDOVTIXE
REBSNI-IEEERRET D,

1. FRET-SR-FUORERE (BREREBILER) OBMELE

A JEREEHROHEITEYHERB ISR -FUOREERFZLRL., BICERET 558 GRE TSR
FUNREEHEZEAETET 5.

A. fEIR
< KEE>
1. REBBRRECKAIR1SR) - EREERE CKAIR158)
2. FAEIBENE CKAIR25 1)
<INEEE>
. B
 ELDWVEE
. RIBHESE T (RELOTLY)
. REERAES
. RTERCRY
. ANILZT
. NERAER
. BRI LAEHHE G, IRE-ERH . B RER)
. RI&EE

© 00 N4 O OO » WO N =

B. BEzFHRE
COL5AT, COL5A2, COLIAT BIEFEHENDLEE

2. FEART SR - UORERE (BRBASEER) OBMELE
A FEREEREDHLICEYVETHB ISR -FUOREERBEERE . BLLIICITHZAT 5158, FhH
BI—SR-ZFUNREREEETELZIIND,

A. fEIR
<KEE>
1. RARYMRORBEEHESIHAERERBEEDLGV R EBHEN
2. REMEHFEEA(B. BELGE)EHESIILEHNIL. Fhia\NlttHdL HEEAE
3. ZHm%

<INEHEED>
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ROER RBLAMEDLNVEE. BRILEZEFIEME. RTFRE. AR, EE%EED)
DAREEHDORBVTROZEE

BEOEMETEMEHNIET

BFRERY Za—0O/F—

FROMmER

BEERDF, YL yME, BISE. EiEE

E-rE-EEk

N o a ko N~

B. REMR
HIEFHRR METRA U DRE

C. BIzFHRE
TNXBEIEFEHENEE

3. DEARI—SR-FUAREEH (BREASIHER) OBWESE
A FERZEHEDAEICIYDBARI -SSR -FUOREERFEREL. BICRETHEHE. DEARI—
A EUOREERFEEEZHSND,

A. fEIR
< KEHE>
1. EETETHEODESF (KBIRF. Bi8F) (BT HME
2. REAHES- -ERERE-SVKRE-SHmE
3. EEAAE (£ HMEXIT/NEHICRD)

<INELHEE>
1. BBEALZ=T
2. ERER (FIiR )
3. FAERR
4. REM(RER. NRBTER. S REED)

B. BB E
COLIA2 EBIFENER

4. MEVRI—-SR-FUAREEH (ELEAREEER) OZHEE
A EREFERADAEICEIYMER T SR - A UORGFEEEEZEE. BELLIZCIZRRYT 558, MER
I—SR-FUNREEFHLEEZHINDS,
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A. fEIR

<KEE>
. BEMEARIER
AERR
 BEIRPOFERR
. BERER IR S D
. RIEFE
<INEHEE>

a » 0N =

. Bt

. BCHIRDER SND KRS
. EEIR L DY
CHERME (M) KK

. Rin B ZAE
CERMERRE

. FERMERRRAETRR
INEAET DB AT Ef

. - PR R

10. AgEAIR

11. WPAT&IE - fE5e
12. BEFEFREFRIE

0 N O o b~ 0N =

©

B. BEMR
HEER EBREREFHRTOIVTAIS—4SUELRSE

C. BEfzFMRE

COL3AT B FENER

5. BAET BRI 8 BT —5X - ¥ U OREIRE (BRBAREBILER) OB MELE
AEEIRUVEE2RVREEIZROH5E . BEGBAIE) BRI -5 -F U ORERFLBRZEIND.

E#E1 2 5BEMBRE CXRIR25H)
BEE2 UTOERKRA~C)Z 2 DL
FEERA: 25 HORBEHBERZRIER (FFF 5 BALUL)
1. ZHMVVEE
2. BEDOREBHEME
3. KBRS
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BBl TAmAloEEtRES
RIEMRIEEHMEOEEAIL=T (. BEI. siEEEL)
2 MAF L E D EfEMHERIER

CERiESRR (ERER. =)

CHWOEE. SXIRNAE

9. MRLVFE (A wrist sign B514%. H{E thumb sign F514%)
10. &L B

11. BE L OEIEFFRA

12. KEIARESELIR (Z score > +2)

OO\I_CD(.H-P

AERB: RIEE (RS EEEZ MR- 1 AU ED—EAEHRBREEZET)

FERC: B RDEHHE (DaKEL 1 HE A WAE)

1. EEBYERSI, RIE 3N AULERT UM B ROER

2. 3N AL LFERT HBECLERELER

3. MMEDLEVKRET ORI FAD REXIFBALI G OLRRES (a X b)

a. E—REEICH T2 3 B LDIEIMEMREARIE 2 DNELIEEICHENTELDBICELC- 2 [ELL
EDENMGHERTE

b. SMSEIFERRAL 2 DDEMIICHITAEZNIZHEEL-FEAHAIREN

HE#E3 UTLTOEEFET,

1. ERLEERBUNALGNIE, HrlShmEiiEsEET 5,

2. BECRERIIITFHEEZED MO EREEREXTEREOHEESHBEBEEET L. XM
DFEEHBERE (T TIN—TRA VI FHBEHXGE) DBEIZE T BEHR EDS 1 HT5HL2
Bg A= OICIE, BE20DFEIRALIERBELELT D, CDIHFE . BE20EKCIEBALLY,

3. HERETRY/ X (THEEHEEMECLIEEBRIBZL ST EANZIERN T &, HIA L, i
B (SA/RF—E EDS, NYL LBZIF/NF—1LE) | hDERMEEESBBER (tho EDS fFE, O( X -T
A—VREREE . TILD7URERERGLE)  RUBRMER (BEBFEELE)HE, ChoDEBEDRRIME. 2
B, BERR. R/ XIEDFELFMBREICE DG

6. ZREHMBER TSR -F U ORERE (BREEREBILER) ODMELE
A FERZEHEDDHEICEY S RBEHMBER T SR -F U OREERFZLEL . BLLIICIZER AT 515
B EREHMBERTI SR - A UNRERBEETLEENS,
A. JEIR
<KEE>
1. XM AR EE Ei R E
2. 2R (B FAZHFIEEO LS HEHBRIE) CKRIR2SH)
3. REBMEMNECKAR1SR)
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<INEHE>

1. BHERIET

. R

. MSHRFRICE SN - B EEET
ERMERE CKAR1SR) SO RGBS S
. Sim

a » 0N

B. REMRE

C

2R EEREHEFHECHERASN -1 ET0a5—45 070wy VI DEE
EIEFEHRE
COLIAI. COLIA2 Bl FENLETERE

7. REMRBEI-SX-FUNRERE (ELRBALSMER) OBMELEA EREERBDHLITKYKE
MHEI—SR-FVAREERRELRE.BICEZETIEE. RERBEI -SSR -FUNRERFLHETEDH

Y (I
A. fEIR
< KEE>
1. ARERFHAERDRBRIGEHOWELKREMRE T
2. HEBXIIIREHICHALHE, RIFFDED/NMNEHIZECSHER EDEFE
3. FEPLRHICBITAREDINAAZELDLSLMEEL -, FEAET-DATZERIE
4. FEOZHEM
5. EEOZHMNMEEL. R TOE-HOOBERMNHS
6. EANIL=T
7. HEZORERES
8. WL\ -F 2
9. {EEHRMETIEIC KD HARTE DA HHE
<UNELHEE>
1. ROMWVKRE
2. BIEBHEECKAIKI1SHR)
3. EfEERIE CXAR1S5R)
4. =5 HEEEAE CKRIR2E5ER)
5. RS ICRREL - S HHE (B INER | 1EfRIRR S, ERmft)
6. EFFHEEF
7. BERD
8. %%
9. HOEH
10. B ERE GEH. EL&H)
11. #148
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B. E=FEHBRE
ADAMTS2 BInFEHENDLER

8. RAIERT SR -FUOREEH (BREABILER) DBIHESE
A FEREEHEDDHLICEYRBER ISR -FUORERBERE . BLLIICITERE T 5156 . &R4A
ERI-SA-ZUOREEFLEEZHSND,

A. fEIR
<KE#E>
1. ERMHERERET
2. ERMEXITEEARAE R AIE GETHETIEEITH)
3. (B)BRAZAES>IEHHEEBER 8 (FICE. . &) CXAlR25R)
<INEHEE>
. REBHEECKAIRI1SER)
. B
. PEY A X DEARIEH -2
. BERD-BHERE
. FRREE
CANIILET (B B
. ERE R
C RIVITUSEIRBERRIASY
9. EXMENRZE
10. BITEE GER. =)
<RREGFRENGNEE>
1. PLOD&=F
OEEMSEM (S, HiFPF 0, BESAEERER. [BUVERHMHRIE)
Q&% K U HRBK A 55 14 - B
©UNY::]
@EERR LD
2. FKBP14&¥F
OEXMEHES (BREHE. EEE. BEH)
QEaAMAILIE
OIES 7
DR =

0 N O o o 0ON =

B. REMR
HEFRRR RPUDILEVD /o /EFBFDYDIEYD /UL ER
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C. BEEFHRE
PLOD. FKBP14 B FEDER

9. B ARERE (BRBRSMER) DAL
A ERFEHROHLITLYIRBAREEEZREV. BICRET 556, RBEAREEHLEEZHIN

7. LELESEE

EAMET)

%,
A. fEIK
<KE#E>
1. BUOAR. BRI LHIEELAENIEEH L (AEFDEBDOESILLIELIE400 tm)
2. BEAREETHEM# AR
3. REAREETHRKAR
4. FREE
<INELHEE>
1. BROBEFEELTOARERBH X ITAERE
2. AIEMEOETHERE FIZHREFIDLE)
3. SRR, RER (L IEE XILhEEEM
4. MARRRIRE
5 B(LIFLIFEEE-BEURADEREEH T HEAHE. &
6. BRAICZLLGEIE
7. BRBEEDER
8. LRHOMBRIET (AT S5ELEE)
9. {al%E

10. #iRULFiE

11. =B ET DB R Bl

12. RER. SRt

13. FHEOBEEMHE FFCES5HE)

14, ZENMANIIARYNMRD KIS . ELEIT KIS

B. BB E
ZNF469, PRDM5 I FENDER

10. BHERBRE I -—SX-AUOREERE (ELEARLSHER) OZMELE
A JERFBEHBDDEICKYIEHBABERBEZEE. BICRUTIHE. FHERRE I —SX-40
AIERELFEEZBISN S,

A. JEIR
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< KEE>

1. EHRCNREAICEESE)

2. ESRIET (ERMEENSREARAESEEFT)
3. MHfkERh

<INEHEE>

. EEBEREE. ZOMVEE. BETERE
. mER

OEBREER

. BEET

. RRENFEE R
<FRREEGCFRENGNEE>

1. B4GALT7&EF

OEREES

Qi {81 it B & 4047 X 1 3. B+t B8 &6 T Ehish il BR

Q2 HEET @RI E

@FEDE—[EihR

GOEERR L D

®OFEEN=ER

OAEEE

2. B3GALT6:EIEF

OB AIE (XU T REARKE . ETH)
QBB E. £ 5 M XILEMEESICRE. REEHS
QB EnH#E (SERER T ETHE. $FHZF)

@F EOHFH RV, £HY. ~oRK IBEVKRETZHED)
OEXRMENRE

@R LD

@EDIHE - £

@M X #RFTR

OB RO LR ENEEIBTHRRIE
0L T KBRS

ADRFE TS B . $E R 14 R 28

3. SLC39A13&IEF
OFBREEHFVEHLR

QA NFEDH

QB EXKmEREME. £HMYDFiE

@ ={IEAET DB AT ED

O EI X #RATR

a A O N =
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B. E=FEHBRE
ZNF469. PRDM5 BIZFEDER

1. FEREI -SSR - FUOREGER (BEREALSEEER) DAL
A EREEHROHEITLYFHFRBRE I -SSR -FUOREERFZLRL . BLLIICIZERE T 1556 . il
BI-SX-ZFUNRERBFEETEZIIND,

A. fEIK

< KEE>

DOEXMZ FHEEH M. FICTBIEONE- BHBHERY/XITARE

BEEEE OFH (KEVKRM. IRMERMEE. RERMT. FEEE. BV 5. BERO S, BN DE

ELE-EN. §0&E. ROAPR, B EOF, /NSO DEKERLE-TER)  HERXITERBRHICHSH

QMK ERMR. BEENE. ZHM%., ERERELEOMREE. FEDBRLHK

<INELHEE>

ORE M- 12 MR

QHaZRZE RS (18, JR2Hia)

QEHLER (HIE. £4)

@¥FFEFIEDOREE (EHY ., RV ARRK)

OETHERERNIRE. RER. MZ)

®E XK TMmiE

DIE M ERS

@fEmE=E

O%Ha- IS AT

OFRER -EBER

K EiE

DBROEBREE

@fR

WEHTEE GER. 8L17)

OFRAE-RELR

B. REMR
EILFRR RPTILIAUTHERZ

C. EEFMBRE
CHST14. DSEEIFENDER

12, SANF—RI-SR-ZFUOREREE (BERBABEXIESMER) DBMEALE
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A JEREBEHROHEITEYIANF R ISR -FUOREEFZHRL. BICRET 5S4/ \F—
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