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B

DIO—FEF DEAT—TILERET . AAKLEDSL., Eboh—ADRKROENEENLTLITE
BRLTHY, thADKMEA 50%Ll LEENSEIRL TSR EZRO LG EEMAMEL ERIREL
ZHY %,
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<EBREENE>
NYHA DEBRENFE I ELLE, F/-(X 100%E R E T CHREBRBINE=85%ENRET D,

NYHA 7$8

I MEBIEH DI ERFBICHIRIELG,

BEMNGHEFBTIIES . BF. FREH#. KEHLHE
ibE () 2£ L0,

I BEMNMPEFEOEKFHOGIRNH D, REFFF T8 HERCIXRE
Ko

BEFEDIL, LBV FIE(FIZ L., R ER . IRESHTHEE) TES.
BiF. IR, KMHOMIBLE B EETD

1193 SEORKEHDOHRAH D, REFFFICITEIEIK,

BEFEDIE . BFHEBIAIE, FSITEE) TRS . BiF. MRELH. &
MHHNIIRDE (R EET D .

VE MEREDEHVLHIEDERFELFIRSND,

DAEER OO E (58 NLHRICHEFET S,
HINGEIKEFBTINOAEET B,

NYHA: New York Heart Association

NYHA S $BIZDULTIL, T OIEEEZSE(ICHIET528ET 5,

NYHA 5358 BATEENREN RABRIERE
(Specific Activity Scale; SAS) (peakVO,)
I 6 METs AL EEED 80%LLE
I 3.5~59 METs EHEED 60~80%
11l 2~3.4 METs HEED 40~60%
v 1~1.9 METs LI F AT RED DT
EHEED 40%KH

MNYHA 2 FBICERZE (CX G T % SAS [XALVAY,
[ERALSIT2METs, BE ST 35METs, TUAKIE - ALY FKIE AMETs, 3845 5-6METs, FEEX 6-7METs]
FPRELETOERELTHEELT,

XpE, JERORREN FRROEEE DL T EL RIS LW ETH L0, BRERERE kG5
EMBERFICOWTL, EREROMNGRE T D,
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1. BE
ZRED 1 MELIEL 2 MOFRABRAENBDLERNIZTNELD=DIC. ZRFORAHEICKENEL
EBEOFEREET D, F-EALEBELEZALEDOLHIEEELT D, ZRAFREARLAEDT-OHIC
BDEFERICIEAL. #EEMADEFHE/MEL. #HEENMBIAREAEO MITEREET 5,
BEEEIICH THRMBOEBREEETINSGZLLHY . FERIGERDZFIZED WPW EREDE
BEBIAE 20~30%1FET B,

2. [RE
ERFHBREBRROBELEICE T HLRRERD R E(undermining) BIEDEE T, FREBRITDEH
fREIFEDEEBHBECREY M T oN =L 32 E blastering)L. FROMEMEABDLERNIZT %K
LEHEEGD, DEREEREDEREGHRRAIIFHATHD,

3. fEK
=RFED plastering EREHDEEICKY ., BEREIIBOHTZETHD, RAFTEERIZEBLOH
B0 WPW EREFICLD EEMBIARIETRRASNIZEFIG, EEHTIIEERIVEELZADR
2 DEBAERERKICKSFT7/—EEMBRRIZEAERAEIZEY ., FHIERBIZFETT S,

4. Ak
[(RFHAE]
HERMOF7/—EEHTIEEREMNMBIAREAH O MITEIEE TH D18, TARAT SOV EI EEAL.
BRERGFEEHIF I HLTHOLREHIFT 5, ALTL2ITHLTIE. BEMEERICKD DR EAEET

Do
WPW FEIREE(Z &5 E EMBBFEFICHLTE. EBRRIT—TILTIL—2av BB THS.
(5 Rla9iE5#]

BEHITIE =R FERAZ BT (Carpentier ;%4> Danielson FNOCHBEBRFMEITS. #EEMADE DI/
e BEELEFITIX. 1EEF#TEL T Blalock-Tausig v MEMTIZKY MM ZHEL . SRHIZ Glenn
F71=1& Fontan FiEED—IDEBEFMEHEITT S, DEBENDELELDIEHNLH D,

5. F&
RIRBICEZH SN ERREEH T IEMNEIEETHY. KR-FERETHZL, HERHAZBED
MM EEROETICKYESREIHET 5. /NERZBEMBELLICEEREETEILTSH,BT &
v RFEMi#EIZ Fontan FHTATEITSNIFERITIE, 10 EEFEL 84% EHMESN TS, A FE TERAE
KIBRBLEZERDFRIZRIFTHS.
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2. FFHOHE
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3. MEMLAEAE
KHES (FATE AL S OMAREITHEI SN TV
4. REDOES
WE
5. BHiE%E
HY(BRDNEEBRBISEROBHEESY)
6. EREENE
NYHA iDHEBESSE T LA E | F7- (13 100%BF IR 5 T CHIB R RMME S85%E R ET 5,

O fA#EHT

HARRSFR. BRNRBERBEFR. BARAEREDEEREFR
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ITRRA RN MR EHE
ESERATR
BERZIIBOTEETHY . EEHTIIRR-HERIF7/—EELFED=OIZRTT 5, CORBELHE

BENL, MEEROETICEY ., EHREEHRET D, /NRHAEZBEMEBEELICHEHEENEILT D,
EEFICIERABICERINDIGEELHS,

WPW SEIRBF D& HHIC &Y RIEE LEMERERDS.

BERRELTII. ZRFAFRICEDIMWELRES 4 PREISAIRMEM T EZIRNT 5.

(Mo&B X #xFr &)
DEEIE, AEHBKRICEYVEAESE 2 BIFEEL., WNIL—VBODMERZERD S,
il A kDM ERERE DR ERDH D,

(DER]
ERER. —EEEJOv/(PQ ER) . AHTOVIDRETRY . WPW SEIREF O & HH6I TIX. L =458
DADEME (11 DIDEHEEN ZRDH S,

(hTo—KE])

O BLII—HODREBEEKEICEY. ZSRAPRBAEDDRARNOMERELIEEFHBE RN D
8mm/m? ({AREHE) UL LIRGL) EEXTEIZFDREVFIRZERD D,

QEBRHLK. ARLEELBENEEERD D,

C=RFDHFERDHB,

(DA T—T IV - & R]

OLALEREDREDNRBRRICEY. EELEZDAALNTRETH S, (AERLERERT I TLD
BiRMZEEDD,)

QEET. MENAELARILEEZRD D,
ZRFADEELAREAFEEZRDD,

[2#r]
DIO—IZTO~QNETER/-TIHEEEITREIAUIRELET 5,
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<EEEE#E>

NYHA iMERES BT E L L F715 100%EE R 1% 5 T THIE R B REATNE <85%

NYHA %35

1 E

MEEBIIHEMBREEIHIRITELN,
BENGHEFBTIIES . BiF. FRE%. x@mHd0 L
bR (Mg 24£ LG,

BENMPEFEORKIDOFRAH L. RepFrE=(EBEFERICITEER.
BEFEDIL., BB NFEBIZ L, BELR . RESITEE) TEF. B
. PIREE, RahHdERLEME EETD

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

MEREDE=HLHELBREEBLFIRSND,
DAEERORDE () NRHFICLEFEET S
O EEKEFBTINOMNEET B,

NYHA: New York Heart Association

NYHA 3 BICDOLVTIE, LT OEIRESEICHIRT 52LET 5,

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

MNYHA S FEIZERFR (3G T 5 SAS [EALVAS,

TERALSIT 2METs, BE 51T 3.5METs, SV A KR - ALY F{KIE AMETs, iR% 5-6METs, fEE%X 6-TMETs 1% &

BLEDBZRELTHELL,

XKpB, SERORREN LRROHIEEHE T E L EIZHEY LRWE TH 508, mEERER AT 5 2 L2

MBEIRFIZTONWTIE, EERERORNRET D,
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3—6 T ILIR—NEIREE

1. =
TILR—MERBE T ETHEEGEBTRTHY. I BN X EHREGHEXEZRL. TOEEFITITIHE M
TI10 REFENS 20 RETFITKEBLRL2ITETT 5. EFEENMBADEETHDS, RERAERRICET
BEHRCTHEMNBERELLEZROZHICERATHS REERELCAKRAEREERED IV 2a5—45UF
HOEEDOREIEEZHICERATHL BTFHRTLAIGET. REZHICERATHL,

2. &R
TILR—MERBE TIIARBRAREEREICHFEMEELENRON . ZORRIEREAEREELERT S IV
BAS—SUDEERFEETH D, GEEB 7 IILR—MEEHORREEFE Xa22 EnFEICELTD
IV Ba5—4" a 5(V)EEEEF(COLAAL), BEEBAR ST IILR—MEBEHEORRELFITE 2 £EHK
LD IV Ba5—452 a3(IV)EEEEF(COLIA)E o 4(IV)ERBIEF(COLAAN T H S . B RAEITHERF D EEM
[ZTREAT, TOMANSEDFEETH S,

3. fEK
RONHICEMRAE—DTR THD, EARTETELLITEMLTHRERTO-—CERBEEE2T DL
L& H D ETHEDORBUEBT LA THY . /NRBAICITEEBHEETERE T, BHEHLUE. RLICBHEENE
TLIELSH. BHEBRETIE 10 K#EF. 20 K. 30 KTREABTRICEDLONZ VD X EHBOXEEE
[F—ARITETHE, BRLITETTHILER TR Y TIHEHIEN S, TLREFHESL T, K
IS HSHMIRAE RTA#KRAE. RETARNE. 2B EHAREMSE. BaBELZE) 1 H 5,

4. BEE
BAEKEREMEFEEMAREIIKSEDEETHD. BIAEETFHOHTUCHTUIUE
BEEREEZTEACED®CTUOATUIY I ZRAKREREARB)DIREN SN —EDHNEEFRDH S, —EBIC
DHOOARR)UNEHEDRENHIN, BFRDHDHECATHS KB RICENIEERT-BENADLE

B,

5. F&
ETHEDEBEERTHY —RICFEFIRTH D /MNRAICILEEBHEIEETHIN., BEHUE
BRRICEHENMETL. XEHEEBEHBEETIEII0RERE, 20K, I0 K TERPBLLICEDILDOHNZLY,
X EHM LR MRIETHIEL BRRITETITHILERTHD, EEBARMTIEIBELEFLL.
X EHEBEHEELFERICFETIRTHS IV HaS—4S U 0XRBAECECTFEENIERLFXRICH
ENRHLND,
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2. RFEOME

KA (B RETOWFHLTEH)
3. MRMIBERE

KA (BRE. REABVEHELTCTUOSATUL U EBRBRAZTELGEEER)
4. REIOESE

LE(ETHETHD)

HY (ARIHERDZ W ELE)
6. EEENE

BHEE. BA RAOVWThDDEEEEH-TIOERNRET S,

O fA#EHT
M&-RBROFMD-HAMRERICET OB E- DRI DFEIL
WRSEE MRURIERKZEFA/NER B PEE— (TILR-—MERSHED)
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DB DAERREL, FELVBI BIEIRIEF ) 7 IERRELILY,

TIVR—MERB MR

OFERICMATRIERD 1 BEELULZ®E-TID,
OTEENATRIEEALIMES, SEEHBD 2 DULEE-THD

KEBB DHTRENRERFEDH SN TODIESXTERLMIET B,

KEBAERMEF)TZRIEED IV BIS—7UmR -1 M 1-2)1 IHEDH TEHEIEETH S,
KOFTHOBIRICENTH, REBICEDEDIERS HIZ L, ERKFICEDBETFEDRKEELE ANEH
VA

1 FIER: -1 BfEpmpeR ¥ 1)
I BIIER: -1 1V #a5—45UBEFEE 12

-2 IV #3547 aEHEBEFHEE T23)
-3 REARREFEVNEEMR T4
m $EEE: -1 BX-BTL2ORKE
-2 AR S RS
-3 %FREMIRFTR X 5)
-4 VFEAMTEHIELE

E D 3MAREFRLTVNSCEEDHED 2 AIDIRRTHERT 5. TNERRELT, REBRYPTET £ E
ITURRHAICIXMRAVE R T HERESEA DY, TDEEEBERELEDLIDREBIREHEZT 5,

S 2) IV BIaS—4UBIETFEE COLAA3 FT-Id COLIAL DREESAFLIFIATOESHKZTE, £-(%
COLAAS BIZFDAIEAKR(BH) T EATOESK () EEE ST,

EDINV BT URERBIEFHER VRIS 7D o s HITRKRAREREZ T TOREREREICLE
"I D iab HAWRERAVWTRERBZT HE, EEDRIKE, FEEERIRIKIERLTRBSIND L
AL, XEFEBTIILR—MERBEDBEEEDRIKK, R—< &, KEREEREIEEESNT, ZEEE
DARIKEK, R—< U8, REEERI—HLRBIND, BREAERLHETIILR—MERBETE a3, 4, 5 #HN
REAEERTIIEREBINT, —FA, R—YUBERETIE ab EAEEICRBESINS TERAE, Lk
(FHBP/E—2THYFFRB B/ E—2LFHET D, Tz, EKEETIRERFEIEE TSR,

T 4) RAHRAEEROBRENEEMRE ARKEEEQLELGCFRUCEELHERBOMEBKRELIZLYE

BIEIRECTH D, RUREMMRICE VN TLIELIEA DN SR RAEERDLEHELIFELLREREICHENT
Ao, REFEEEOK-—DRDBENHYIEEZET S, COHE, #IE RTR, EFEOREKEEH
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HNETILHR—MEEBEORIREELE L £, VB UMRAHNIEHEEZETES,

¥ 5) HEMRATR BT #K 814K (anterior lenticonus), 22 T BHINE (posterior subcapsular cataract), %
B % otk A IR ZE 14 JE (posterior polymorphous dystrophy), B S #8IE (retinal flecks) 72 &
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<EEESE>
BHE. HBAO. RIODVWITIADEEREEH-TIDERRET S,

OB #se
CGA N EZRAWVWTHEUL, HANIEMEEFVELTHEHERNRET D,
FE&E EARX S A1l A2 A3
VPR BPLTILER e 1%1?@_7#7“5 Y iﬁiﬁT/%js >
(mg/H) x 5
R7IVTI>/Crlt
(mg/gCr) 30 ki 30~299 300 kI E
=IMmE
BL REATE - BEEAR SEEAR
ZRURIRY (g/R)
BAEE RER/Crtt
NER (g/gCr) 0.15 ki 0.15~0.49 0.50 LIt
Z Dt
EEE
F#Exrid _
G2 | mEEt 60~89
BE~
(m L/'%/ —
1.73 m?) =~ ~
G3b ST 30~44
G4 E=EET 15~29
KBEER2e
= (ESKD) <15

EEEREEE  GFRESD - EARRD#E8HE AT —JIC&YEHMET 5. CKD DEEEIZET, *
HERL DOERCRENIVR7#ZINOXF—UsEEC & | Loy, A OIEIC
2TF—IHNERTRIZEYXT7IEERTS. (KDIGO CKD guideline 2012 % H AR AJTICHKZ)

OB S
FEELUEERRET S,
0 25dBHL ki (IE#H)
1 25~40dBHL K (SR EEHE)
2 40~70dBHL ki (P FEH#ER)
3 70~90dBHL * i (B E #EE)
4 90dBHL Ll LK (EE#ER)
%500, 1000, 2000Hz DFEHET, FCZARVWE (REE) DETHIE

O~

RMEEE: BFLAOEOBEMRNI 03 Kl

Mk, EROBREN FRLOEERMHE T EU RICEEY LARWETH L, BEERER T 5
T EBMERFIZONTIL, EREBROMNRET 5,
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3—7 ¥vOvzA-EJNEEREE

. BE

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

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

- JER

BEE (EAR) EPRAZES (TANA-FHESER) D= DHBWITRATHL BREMNLTEE
BITIE HERHINOKREBEOEBR (R7O—EER) ZRL. BT LITERY 5. F-KRIMEERR
EEO/NUBERRZHEI/NEESHY . BAMTADAZET S, — A BEE (BBRK) . /NEE (TAD
A REET) ORENEL EBRMBRIFEREBTRAISET SBEMNLRONSD,
SESFENRFBEHIN ., EEBMLCREIEMNICLYBRL TRERENGLORAL, EEBER
w (RTEER/ME . RE<EOMWVRAREDE . EMELL. NTER. S0 E. IRFERR) CHEEZFTR (KHIK
5. Bie. BHERAD Z2H45. —RICHRRETHAHY. MR, BERANU=ZTOEHMN RN D,

AEA

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

Tk

3 yAFETIZRETIREMBIEDEER TIE,. ERTANVICEIBHEFOCBEHAEEENETLT
12 BMETIZHTETRIENSLY,

O EHOHEIHELEIE

1.

BEY
#3200 A

- RROHE

FH (SHERTFOEENELNLN. BESNTLVEL)

- HREVSERTIE

REEL (TADNAIZITERIEE, EXREICITERIE. BRENGEBRBED)

. REIOBRE

DLEGETHET. TADLA-BHEEFEHOIBLIELLSH)

29



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

O 1E#iEfHtT

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

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

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

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

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

T2 EBBEXHPABDE2IHEDSHADL,
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IER 2 BRERE(BIESF. RSN, BHiE)
f@#RX B:  PIRMIEEE (MEEMKRES)
IR 1 MTAMARRE
JHH 2 BE -BE-DUHRREFICIORENDIL—D
A
EERABRSBGMICIIVNETENES,
BRIE

LRBRNTERS S,

(f#5R)

BARIKREREED 2 ERIREEENTFET HEMN Galloway-Mowat FEIREFDIHETH A=, ERE
2 ABEE ATASMERMERTIO—EERS) . BHRRXS B(PRARES MNEEMRER) O MRS
(A and B) DENEN 1 EHBULERB-3EABETHS,

Kok, JERORREN LRLOBEIEEHE T EU LK LRWETH 50, mERERZMT 52 &2
WBREIZOWTIE, EREIROMR LT 5,
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O BE

1. BE
BEAREAICRENDBINGRENBIY., AN BRIOBRBTERENZRIZETLTES:E
[CES, RVEELGARRKABREERETHY . AR FRELTR. EF RV R THEBERMABITLAENS
BUEUEBETLLLTOEEMBEZET AN KETHS, BEEBEDPT TIRLFENE ARIZLH
EITBIENBL,

2. RAE
BARERAOHEBNEREBRE, RUTUEICHEESNSF AR (LYt EFIENSBIEDHIER
THBD CNIZKYREDRKAEDMBRAY F oM RIKIKIZE T H MR SBARIEITE T LEHEEN
BT Do F AKRDOREEF IETEATH S, B ik (ANCA=HiFh Bkl E ik, FURIRARER
Uik UER) DS ER O RBEESARNLE T DREN S REFHEFENLTEILHLD
EEZLBNTLVS,

3. iR
BEERELTIEK., EBBEAR, MBLEOTRBELER, REMREELTE, MR +=AIER. B
HEDREDETIMEILT7F-oORELLER), B, BETHS. EEEMERDITPEIRTH
BEEIZIE. BEUNADEEERELT, LREZESOITFRIFZPEEO M - MEFERLAAHONDE
n"Hd,

4. BEE
ATASMREO., S/ ULR)  REIFIZE (DVORRT7IR, PHFATIL IVVEVRE) il
BREDEHOMBR PGV LMARERELE , T2BRRAKRETEL RENGIEEIZLS. RPN
HERBIFO— LT HONS BB RO REINFIEZICKIMEFAENIVLET. REDEENVET
HB, BEREIETLIEGEICIEENERENDEIZLS, AREFIBLEBSICX. EELREENES
HIBERELEL FNARRTRETS2EEH5,

5. %%

2 FRITORLEER 223%, BEFRICIOMEFBMADBITR(BILER)23.30THD, HFFFENIZEDL
BEH REDBEETERBTZLELTOEEMREET S,
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3 B E B0 3800~5800 AEHEETEINTLNVS
2. RROEE
FH(EERAOES I EFEINTDS)
3. MEMIAEERAE
KL HEREDHTHD)
4. REOEE
HE(RPDOAREREICEREDETICEIBNEEETOLELHD)
5. PERE#%E
HY (BERBRFES AN KR THERLE-EERY)
6. EEENHE
MEAEBSIUBRBALMFARIAZAVT, EEEZXNRET S,
T) - BRBIRRETERARRBROZHEELE T L2ANEETHD.
NHEFARYCELEDBEEBBEEESETEE (F)ICKETIHI0DET S,
VTN OBHETH - THERAR 05/ BDEDIE. EfELLTHKS,

OB HIZH T
8 AMBREICETAHAEME
MEREKRE ELEREXE EFSREEAREE g REE—
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<BHREZE>
HEEZHBIZENRET B,
1 BERETHERRABT RO
1RATRERE (XFELTHMROEBR, AR 2265
2 )eGFR<60 mL.~min,1.73 m2
3 )CRP EfEvFRik{EE
LD 1~3)ZROL5E. [ RRETHERIKABE RO IEZWT 5,

-2L. Bl e KRR EEEM AL T, BREDEBMNEWEAERET D,
BE. AMREEDEH. EEBRICHESIERLBEMEERESNSREOLNDIGEICIE, 1~2 BARLURIZmMEIL
TF_U%5EREL. eGFR £HEtE T3,

2 RIEETIHERKEB K DOHEEZH
1) BENMCHEHADEBTRRICELRENETT S REDHER. BEDRZ. TOMDEHET —2
ZHERT 5. ). 37 ALAIZ 30%LL LD eGFR DIETEBERET S,
2) IR (Z<ITTEMERAIMR . #ICAIRMIMR) . EERK. ARRGEDE RIERFARERDH S,
3) BERTERIEMF AREERMERIKABTRERDS.

EREED1)E2)ERHIERICIITREETERKAB R ILHEEZHT D, ATREGRYBERZEZRRLI)
ERER T HDENEFELLY,

EEL.BEOREEENGVG S LRRRERRKETRAESFONGVNES L. BEREST KRE.
CT HICLYMAIBERDESELGERMNAONLGNLEERLERBERELDOEANEITI. RAKDEE-HE
RICKDREICEDOEERKIZLDBAMERAMETEREZRNT 5, T, BREET RRE. CT FTRIERHA
EICEDBRUERRBRFZZRNT S,
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<EEESE>

EEENET. WHAERSSUBRKALMEFAERAZRAVT, EEEXRET 5.
T) N BREISEETERKABTRODMELELZH - EHINEETHS.
AR CR LEDEEBRBREEESETEE (F)ITEHETLHLDET D,
DWThDOBERETH>TLERR> 05/ BOLDIE, EfEELLTHS,

S
it

d\

BRRFTRDAI7LICL S EEE S H (NP ERES LU BERR)

297 mEZ L7F=> FE FHEZED ;5 CRP
(mg/dL)* (mR) B (mg/dL)*
0 [1<3 <60 s <26
1 3=[1<6 60~69 2.6~10
2 6=1] =70 E=) >10
3 EAITEE
*YERAER ORIEE
BREREEE w2xar
Grade | 0~2
Grade |l 3~5
Grade lll 6~7
Grade IV 8~9

XA (&, MR M., R E A2, ihigET s, MRz a 0,
BRETIHERBRABTROZEHAMOLEICE, TRTOBRENARMED £, BERS- REIGIEEZPD
ELE-BEERDNRELGD- ., NEAERRICOMEEZR-LT- Grade I LLZEFELT S,

BRLIFT. BEF2DETHMELL. BRMRAAENEELIZKETH S, BRET, —EERLIZREND.
BRUERAMREZHVETENBEETL. BREDRIEADEINEEZST . BRI Grade | LLZEE
fEET Do
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BRRFTR D A7 LICKHEEE D (M aRA)

LY EERES Af A2 s
Fhins EFLFI-ER & a‘m?%jsy E&TE‘IE'/
(me/H)
EF7NTRL/Crie
(mg/eCr) 30 Fi 30~299 300 LLE
=i E
e FEATE N BEEQRE BEEAR
SRUMERE (e/B}
P RES/Crit
FEH (g/ECr) 0.15 ki 0.15~0.49 0.50 L1+
O
' EmEiu
Gl | m =90
ERERI ¥
G2 | et 60~89
- BE~
?FF% G3a hEEET A5~59
m L &
1.78m7) S~ e
3m) | @ab e 30~44
G4 | BEET 15~29
FEEFT 2
G5 | TEskD) <15

BEEUIEESR -GFRES - EAREA(2h AT —JICLVIHETS. CKD OBEEUFTT, *
MEFRE DOFECREQV 27RO TSR R8I, #
ZT—UNERTABEUZIILRTS.

AL Y, Ao
(KDIGO CKD guideline 2012 & H & A JHiz %)

KMFARIEL. HEARHDIVEERFARZT. SBLHR 05 FRBLERRET D,

KB, JEROBREN L0 BEIEESIESE T ELL EICZY LARWETH L), SEREREWT 5 2 &N
MBEIRFIZONWTIE, EERERORNRET D,
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3—9 MARMPREERE X

1. BE
BEAREAICRENDBINGRENBIY., AN BRIOBRBTERENZRIZETLTES:E
[CES, RUVEBRLGAKABERERETHY . £ FRLTR. EFPRLT R THBFENA~BITLANS
EHEMUEBTELLTOEEMBEEETHIENKETHD, BEEDIFTERLFENEBE AERICLH
HEITBIENSL,

2. ®&A
BARERAOHEBNEREBRE, RUTUEICHEESNSF AR (LYt EFIENSBIEDHIER
THBDo CNITKYREDRIKED MDY F o RIKIRICE 1T DHIMRHSENZEITET LEHEENE
LI 5. FRROHBEFEITATHS, BEEREGIARKEERERE) NLETHET, REFH
BFENLTEIDLDEBZLN TS,

3. fER
BEEKRELTIX. 2BBER. MBLEOTBEELER. REMRELTIK, MR +-AIER. B
HEEORFRGETIEI/ILT7F=oO2FGLER). B, BETHS. BRLUNDEEEKRELT, il
HmMAHSNBEIENHS,

4. BEE
ATOAMRERO, A/ NLR), REIFIZE (OYORRI7IR, THFATIL  VVEURE) . hulkkk
ED=H DMLV LMBERBFEEGE, T2HRRKRETHL, RENHEEICKS. REMWTE
BavrO—/ILATHhNSEFAD O REIMNGIES LM FLABRADET, RPEDEBEENVLETHS. B
RENETLEIEEICIEIBNEENBEIZLED, ABRERABLIGESICIE. EERREENEGHTEE
REEEL TNDERTRLET 52 E08H5,

5. %%

2 FRETHDRTE 15%., BRI HMFBEMADBITE(BRER) 80U THD, MFFEMICESLEE
L AAFDEBETERBTELLTOEEMEREZET 5.
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O EHHFEIILELEE
1. BEH
#9 200~400 A
2. FEROWE
FHBSRADOES ERHEENTLD)
3. MRMIAEAE
KL HEREDHTHD)
4. REOEE
HE(RPDOAREREICEREDETICEIBNEEETOLELHD)
5. PERE#%E
HY (BERBRFES AN KR THERLE-EERY)
6. EEENHE
FFEIICIEC T, AR S JUBRBASMIFAEBAZAV. WThEEEEZXRRET S,

OfFsR T

H A I =
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<BMEE>

1 MARKAEERET RO
1RATRERE (XFELTHMROEBR, AR 2265
2 )eGFR<60 mL.~min,1.73 m2
3 )CRP EfEvFRik{EE
LD 1~3)ZROL5E. [ RRETHERIKABE RO IEZWT 5,

-2L. Bl e KRR EEEM AL T, BREDEBMNEWEAERET D,
BE. AMREEDOEH. EEBRICHESIERLBEMEERESENSREOLNDIGEICIE, 1~2 BARLURIZmMEIL
TF_U%5EREL. eGFR £HEtE T3,

2 PUARIRIARERERE K OHEEZH

1) BENMCHEHADEBTRRICELRENETT S REDHER. BEDRZ. TOMDEHET —2
ZHERT 5,). 37 ALIRIZ 0% LD eGFR DIETEERLET %,

2) IR (Z<ITTEMERAIMR . #ICAIRMIMR) . EERK. ARRGEDE RIERFARERDH S,
3) MEHMAKEEEERAENGETHD,
4) BEBRTRIEEF ARERERIKAEBTRERDS.
£FED1).2).3NERDIERICIATRAKAEEBREBT R ILHEEZH T 5. AIRRGRYBERERKL
4)EHERTHIENEELLY,

EEL.BEOREEENGVG S LRRRERRKETRAESFONGVNES L. BEREST KRE.
CT HICLYMAIBERDESELGERMNAONLGNLEERLERBERELDOEANEITI. RAKDEE-HE
RICKDREICEDOEERKIZLDBAMERAMETEREZRNT 5, T, BREET RRE. CT FTRIERHA
EICEDBRUERRBRFZZRNT S,
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<EBEEHE>

D AENPLUBREALHEABRBAZAVTUTOVNTANEE-TIBEETRET S,
T)E - BREE L EEE S gradell LLEENRET D,

1) A EETIE CKD EEE S BE— IV T TRIZELTILDET S,

Y WTHOEMEETHH>TLEAR05e/ BDHDIE, EFEELTHRS,

BRRFTRDAI7LICE S EEE D H (NP ERES LU BERR)

gradell LA EZEXRET S,

237 mEZ L7F=> FE FHEZED ;5 CRP
(mg/dL)* (mR) B (mg/dL)*
0 [1<3 <60 s <26
1 3=[1<6 60~69 2.6~10
2 6=1] =70 E=) >10
3 EAITEE
*YERAER ORIEE
fREREREE WmAOrX
Grade | 0~2
Grade |l 3~5
Grade lll 6~7
Grade IV 8~9

KERELIE, EICHlaHmzRT,

6, EZMZER T3 N TOEENARMED L. BER- RENFEREZPDELESEEROMNREL
Y. B RELED,

KEBEL, BEFE2OETHEFLL, ERMERFTENERLIZRETHS, BREF, —EERLIRELNS.
BRMRFIRZHEVETEANBEETL, BEREDBRIEABDELIREEZST,
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RERFTRDAI7LIZLDEEE 7 HERARA)

CKD Eff ENEE—FI VT THRDOMAERRETS B,

ZARES A1 A2 A3
REATE
/B E¥ |BEEAR | SEEOR
FRER/Cr kb
(g/9Cr)
0.15 % | 0.15~0.49 | 0.50 LIt
GFR E% SRR s
(mL/ %} G1 . =90 % " ALY
/1.73 m) ERE/38E s
62 | g 60~89 % B AL
EE~hEE e VT 2T T
G3a | 45~59 = Lo &
PEE~HE e
| % gy o ALY R 7
G4 |BEET 15~29 7 7 I
RMBRS
& | (Esk) <1 7 7 7

XIEFARFEL. A RHDIVIEERFGRET. $HBTHR 05 FRBLEFRET D,

X B., JEROBREN O EEESHESE T EL EICEY LWETH L0, afEREL2 kT2 2 &R
MR ONWTIX, EREERORNSRET D,
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3—10 —XHERrT7O0—EERE

1.

W=

FIA—CEBEFEEREORKAMEEAREEL, B7IILTIVMECEENHRT LEEREHTH
B AR TO—EIEIRE DAL, FREB 35¢/B UL (BEIFRICBVLWTRERRILT7F=UL
M 35g ¢Cr UEDIFELINICET Z) LM HAGEL. MFT7ILIIUEN 3.0g/dLRBIETTHLETH
%, D5, REREENHILEDON R, HOANERERENGEVLDOA—RERTO—EERFETH
%,

2. [RE

REREICKVEGDEEAONLSD, WThDBZELAETILGV . REDELHDIE., BN REK
AECETRRTO—EERRE. BEEE. RROEERIRKEELE. RIEBEERKREBLTH D,
FRMEBIE (E, REREARKA ERMBICRITT S M BARZR/A—F A2 ZRK(PLA2R) THAHZ &
HRIBINTULSHA . BARANIZEITBEMEEITH 50%EEm<E0 iiFE ., BRI RBRABLEDRER
DFELTHBFMIOAF S —EZEER NIRRT O—EERFICEHLL S FELT CDBO AF|ES
NTLAD, TGRSOV R (FFONTOELN, RIEIBTEME RIKEBE RO RREIFBASHICAE
DTULVRLY,

3. fEK

4.

RKEDORER. E7NIIVME-REESMAEISER T 5. FE. AEEN. SEDSEICIEMAKRE
K, BHEEET (RUBREES. BEBES) . FERRE. RERBREBLINICHIMBE., REE
BIECTNICHIBRPELGESEFSFERESED F-. EHELLTOERLEETHD, BIBRERTO
ARIZRDBRICEY ., BHBE. BES. REIFIEGFRTRREDYRINMENT 5. FICSEE T,
REIHERICHESBRBIEFEA DG,

aEE

REICE>TABRNERDS, RFEEEFT5-OOMERELL T ERHIBREFIRENMERASIND, F
. BEROREDDIC. ACE AEEPLTUOATUL V2B ARENESFEMT 5, & LDL aLRTO—
IVIGE SR L TIERAFUEFERT 5, BIBMAREL T, BIBRERTOAMROREINHEFERALE:
BENITHND, B LDLOLRATO—)LIEEELI#AESIZIXLDL 7 ITL—L AW EITSND LS
Hb.

5. %t

2 L ERENMGFEELEET HES (REAEKER) EL2AKD 4% 55X TH D, BEHEEE 1008 FlD
BAEBFERGENIEEAR)IZ10FET8I%, 15 FET80%, 20 ETHI % ThHd. EEBENRHFRIIFTRET
H5. RIRDEMERBRIARIEILIE 278 BIOBEAEFZHR (BEWIFBAZE) (X 10 ££T 85.3%, 15 T 60.1%, 20 £
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T BUERBFRIEIBUEBEIVIFIRTH S MUNELERTO—EERRE L. BRRISEFIROD
DD, 0-10%EERICEBENROND, Tz MUNRIRAEZRERTO—EEREE (165 B) DIREITIE,
£{KT 36%, 65 MU LDEWMBEICRDE 1280EFmFEICRFEFRN RO,

O EHOHEICHELEIE

1.

BEHN

916,000 A

RIRDHE

WO DRERIFIRIBENTLSH (KARBARE TR, )

MRMIEERAE

REEM (RENHAEIENTHAIN  ABRICHSEHE (BREEXRZET)LHY. AEENEIIN
TWBEIFE ALY, )

RHDOEE
DHEQEULRENGEAEEET DEGIIEAGEED 44%THD, TOMNERIE 2 FLULE 3 FERFH
48%., 3 LA L 5 FRFEH 31%, 5 FLLED 21%&%>TULVS, )

HY (FREKDDZEEEDHY)
EEESDE

UTOEEEHEEEZANT, EELHESNEEERRET D
* 18 mARmDBEFITOVWTIE NMNREMFEREDEEEDEEEZRALD,

O fA#EHT
T A EREEICEYT AREME
MEKKRE RALERZFAEZEREZRMRRBEAHZEERRBAT &R wEEF—
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<—REFRTO—EERBEDOZETELE>
<HAIZBITHZETELE>
. EBR:35g/BLLE
( HEBRIZBVWTCRER TRILTF=ULMA 35 g ¢Cr ULEDIGELINICETS).
2 E7ILITSUMmE:IET7ITIUE30g dL LT,
1L2%RBFICHET-L. oA RREERENEVEDE—RERTO—EERBELZHT 5,

<INRIZBITH2BEE>

1. SEZEBAR(EMBERT 40mg/hr/m2 LI E)F-IXRERTREBIZLT7F =L 2.0g/gCr LI E
2. E7INTIUMmEE (MFE7ILTIY 25g/dl LIF)

127 EBFICHETL. BOMERERENEVLDE—RERTO—CEERBELZET 5,

* Ao HNFREAKEZLDOLDZ_RIEIZHET 5.

—RERTO—EERBEOREARE (TETUVRIZE IR IO—EEEHDBIIFSM1Y 2014, —HRE)

-BERERR L —TRABR. ANEL OER

-RBMERE  FERRMEEE

-NSTATAVIE: PTSAAR—2 X YA T ATy EHIRELE . BH#EILEAE

SRRRERERERREE. TP VBB REAE.B B -C B X ENREFEVAILAHIV), /NLKRDIA L B19
BE. FER(TIIT.VRNET)

TLIILX—-BEIERE TEWE, B85, JARIRE, ~NEF, FIHiEE

B ERE, SHRMEHE Bt/ B AlR

-EF:TUFI, D-RZVFIY, SR ERTOARMEE R EREE

SEIGMERRE Alport SEIREE, Fabry #&, nail—patella fEIZEE

- ZDIFED IERE ME BAE . MEHREE. BHETICH T HERKE
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<BEEHIEEE>
—RERTO—EERBOEEZSH N EINEBIZENT
LUTOWThhEETIHEEERMRET D,

OR7O—EERBFORELZEH-LTNSESE
@+ 70—EERFDZEE, REIFIAR(RTOMNEEZEL)ZT > TV —EtR:
BRRICESRNEE
Q@RTOAMKFMEHAHVNTHEEBREDEE (EREKR2EKIESR)
@CKD EfEEENEDFREDHTDEE (K1)
B®FER/R 0.5g/gCr N R T i5E

(1) EE:

* 18 MARMDBEHICONTIX MEEBEREREDREDIREIZELS,

XEEERDEELA L

ARERZEHEITOVNTIE, EREPRDOARET S,

ROEEESEFT-EULICZALBVETHSH ., BELERETRRT L

=1
CKD EfEEHFEE—FT YT
ZEHRES Al A2 A3
RELTE
/B E¥ | BEEAR | BEEHR
FRER/Cr t
(g/9Cr)
0.15%® |0.15~0.49 | 0.50 Ut
a1 2R 20 | R & AL
ERELI3E . s
62 | g 60~89 ix = Lo
GFR X% BE~hEE T B
(mL/ % G3a ET 45~59 =3 LS IR
1.73 m) ~% .
/178 m G3b Efg BE | 50~44 Lo i 7R
G4 |BEET 15~29 i i i
RKHEELRL
G5 | (Eskp) <15 7R 7R 7R
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#£2 XT7O0—EERBFOCIIRTIEEE

AEDROYHEILAERME®R1 LA, 6 hAOKE

HEEE=T{TD.

- SERER  REE<03g/H

-PEeER Y 03g/B2REB<1.08/H

- FEeEHIE  1.08/B=RERQ<358/H

- I3 - RER=35g/H

= 0 1) X 7O0—CERBEOZE - AERHRYER 24
BREERICEVHIBRT NETHEH, BERD
TERWNMGEICE, ERROREB/RI L7
FZ o (g/eCr) & ERLTH KL

2) 6 HAOR A TELER FE2ER B0
HEiclE, RAE L THERERS XUMmMBEE
HORFESHD.

3) BRAEEERN,S RER18/HU g/
gCnLlE, FA&IFE@EH LU EDREAD 2~
SEFRT ABERLETS.

4) BKICEWNTIE, &9 =E#E(partial remis-
sion) & L TREBRD 50%LL EORALEFE
BIHIEEHHAHD, BROHEEREIIEZS
BN

&3 RITO—UEREOBRRINICES0ME

- 2704 FERER 7 0—VFERE . +9E0 A7 0
1 KDHATHEELT1 hERODHETEEERET /-

TRLER | MIIESRVGEETS.

- BEAM X T O—CEEE | AT 04 ReSEig=Es
SUEBLADEEZ 6 HAT-OTH, ZEERELEIF

FRERIBICESEVEDET .

- AF01 RiFERT7O—EERE . 25701 F&EH
S dhitEERE 2R ERVIRT S, A570

4 FEPIETERIMNGEET S.

-BRIBREMEXTO—CERE 6 DEBIC2ELIEE

HITDHEETS.

- BRHAEKREFEE RO —FiEEE - 2 FRLILE#E L
TATOA KR, RENHESTAE<ITLWAESE

75
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3—11 —REMRMEIBIEMERIKIEE &

1. BE

JRAIBIEMEARBRAT XL, AFBEMIRTR TREAGRHEOEE EER-E) HFEROMA
BIERE & VD o MG HBRERZET DREKEBEXRTHD, TOBELY IR, TE GRED
TURTRD Y MR) . MBIZHEIN D, BEREMNIZIE. BEEREMSEEBT X, BHEBXAH S LIER
JO—EERERBTREL. ASHAEREREN TV —RIELBADREESHREBORLEICHERET
PIREIZHEEIND, — R, 8~ BHROEBEEEBETLL. ThLUREE., ZRENETH S,
F-. BEHNERICK 2HABRROAMEECL > THEUREZEL S,

2. RE

RIKKFREICEWNT, @ASADREICK > THERNBRIIEFEH LS - REMKETH D, TH
BLUVMETK. ®RES/OTY) VREBEITMA THAFEILZRT C3DEENALNBEEEERNTE
HATHdD, £fz, 1HTILCIEGMERICHTHBEHMAE (C3nephritic factor, C3NeF) Tk Y. ¥
T DHARE 2 BBOEHILZHSHEENH D, CNeF (. AEBEDREME L L TEE SNFAN.
JREE L DEMRICOVWTRFHALGRLE L, 4. 60%LLEIC CNeF AL LA IR (TUORTRD Y
bE) (&, RERABREERERNIC AR ORKOBEFEEALBENERD. RERBFEHGHEUS, OAREIC
BENLHN, BEBHICIIMOZ A TEIXELZ-TH Y., WHO 2458 (1995 F) ([THWTHIL L-EE
ELTR#ESN, —REMNSIEBRN SN, T, HAHIHEFTHL HEFO | BFDOEERMHIRIE.
ZTOMAFOEEICLY ., HARBRIFIZE 2 BROATEBICLYHELOREENELZELD L
DI LTz, F-. #HR CBILBEHFRAD SHARD TR T 2BRNEECAREZEH-ER, EGHNE
HIZ & DHEARBROERRICL>TERESN-BHBEZTE LT BB LVLSFHELHMITLH L,

3. fEK

REKRIIE. BIRTRE SN HBEEMEMR - EAR (3 30% MoRTITO—EEEEHD VTR
HERROAMERAE (20~30%) FTEETHIN., NEHOMNERNRTIO—EEREEZEL. BY
DEFILZBPICHEFEE (A3) LLEDEBRETRYT . 1=, 10~20%CARMIMREH 5, BREIZHL
T. #K (CH50, C3) MIETABMMTHY. | DM I0%NRHBNSE, & IZREBERBEREFN
8ELLDEHEMNERANEZE LGS ICRNEFREHE S,

4. Ak

B E 75 B+ RERRRBRBAEIE G L NRERR E LI LBRM/NMNIROEREAHEBTIE, T8
[CHEWTEORTAS F (FLF=2 2mg/ke/fmBASEIBL. 20mg/fRA ZHFE) HHLIE. X
TEA F/NLREEERORTOA F2EMOBREICE Y HFRITRITRDIEREL & BRI R
HINTWLS,
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5. %%

ERICEST LPRTATH D, FAROB AT 10~15 4T 50~60%AKMBRLICE S, 25~40%

(FEHEEANHFESAD, BREFEL 10%RETHDH, * 70— FEERSE. BHEET. SnE. KE
HBFTR THAKDOEFE. REODSMMNLELISS. REEMEREDESHBE ENATREEHAELE
EY D,

O EHOHIEICHELEIE

1.

BEH

#91,000 A

RIRDHE

TR DRERIFRIESN TLSA, RARBAETIIZL, )

MRWTBRAE

REEIL (REMFERIIHFHICHENTHHA . IS TOHEFTARN BAEFEREZEHET D
fu C5 fuAAER SN TV, )

RPDEE
DEQ EULOREINFIREZSOLRUDEEREES D)

HY (EEFBETETEBREICETIREARMICILZERAISIUIZEEEHHY)
EEENE

UTOEEEHEREZANT, EELHESN-EBEERNRET D,

* 18 MARBDBHITOVTIEL NMNEEBEFEREDREDEEICELS,

O 'fEHmEMHT

BAEEFS
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<BMEE>
BALMGEREAZL D ZRIEZERNL. —REZEHRET 5. ADIRER T ~6I20$EEh . BRRTRELT
RIA—EERBFDBMBEEEZ BT LDEHEZEHET D,

<—REBHEIBTEHRIKABT ROZMEE>
A JRIBESHR -
A XD LEOEEIEIE, REEAOBEEE (AYUXVLEAN), SEBE EEERYEICK
5_EltETTREKEE R
L. IRMIBIEMERBRABT X TR - ROHEE
1. AH XD LEESERE (REI4G0 LATED
la. AH XD LMABEEEDLOT, RAIZSL,
1b. hZFEEAS XD LMEIETE
#1 : HEIEIC COBUEDUFAMEAIK., FEKL THK - BAVIKOREEZTT,
2. 181 - BRB
BRDEMHEIC, HDVIERKSEEICA YO F) LR EE,. REBEO2ELEZRS,
3. At - BB
BRAEME. BREFHECARMBOER., AYUXILMBOEKREBIEIZLY MERATE
FAZELTWS, REBROZEFLFIBEALNGL, EQORKRKICHLIFFERARLN D,
4. 18t - VUFEAR
4a BE . HEIRICREEO_ELLNARLSNDS,
4b ENER  RERO_EELNUFAML - 2EMHICESh. AV UXILBANH L L, EBHERD
AYUFLIBEFEETHD.
e hEE  REBRO_EELNEDRKEIZHLROOND, da [CHERTZELLOFSHZL,
5. 2l - UFAR
REARNOMBIEHENE L. EMOEENBEALNT . REEO_ELET—HILMRESHL
A AN
ba. BENIBHER  ENBIEME R EEANNTONLWNNEEELUL TS,
5b. FEE  ENEENRC RKADNPEEICERLEZLOTHS, KBEHITLABEMERSLC
EMTES,
5c. BE : MREBEOEEILSD LIFFRBELNRBRADERAL YERIZRZ 5,
6. PER
REKARIEPEEEAL., REBEICEZELLHD, AV UFOLEBEOEM FEL) ZEAKEL
-HEEMRENR 5N D,
7. ¥R
BIEAREKAK LG S>THEY .. FHLUIRDIFATZLY,
I1. f+INEIRR R D EEE
1. REKK
A 2EM. DEMHELEDOEIE (%)
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FAROHIREE (%)

HMmIkDZHEEE (— ~ ++)
AAMREERORE (- ~ +4)
AEYDE (— ~ ++)
2. [RHE - HE

A REORHEE - BHEZILDOREE (%)

B. RMELRDAFXMIDILDIEE (—~++)
3. m%&

HBAREIEDEE (—~++)

B
C.
D
E

B. ERERFT R :
<HAIZBFERTO—EEEEEDHEL>
1. EBR:35g/BLLE
( HEBRIZBVWTCREH RILTF=ULA 35 g ¢Cr ULDIZGELINIZETS).
2  E7IISUMmfE: METITIUE30g dL LIF.
<INRIZBIFARTIO—EIEERS AL >
1. SEEZEBARKBEERT 40mg/hr/m2 LLE)F-ITREKRTREBILT7F= 2.0g/gCr UL E
2. E7IITIUMmeE (IE7ILTIY 25g/dl LUTF)
¥ TNTNIEL2ZRBICHTI-TILDERTIO—EERBELEZHT 5,

* Ao HNGFREAKEZLDOLDZ_RIEICH BT 5.

ZRMEBEHIBEEARKABE ROREEE

REESKRERE IL—TRABE, ERREBERLGE

RBERE: TUORTRIOYME (UFTO TE)
-BEEEANSTOTAV)ME: VAT BT EEIREE. BEILBELZE
“RRAE B B -C B RIAILR INILRIAIILR B19, MiE M DRIER., v hBERGEE
B5 B B, AmFEEE

SEIEMRE HBARERE

FFREFEE. 7oFR) T RIBE
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<EEESE>

(1) EE: (DCKD EfFEENEDFREDEHTDEE (K1)
Q70— EERBFOREELZEH-LTSHES
QHEMFH AR (RTAOMNEEREEL) ZT > THLERITESLLH AL T HRHGAEA K
MEEZEFSIEE

* 18 MARBDBHITOVWTIE PMRIEMFEREDEEREDEEZRALD,

=1
CKD EffEHFEE—rT v
EERES Al A2 A3
RELTE
/B E¥ |BEEAR | SEEOR
FRER/Cr L
(g/9Cr)
0.15%®& |0.15~049 | 0.50 LIk
GFR 4 EREERE o
(mL/ 9 G1 & =90 ok = AL
/1.73 m) EREI3E ‘il < e
G2 | g 60~89 % ] AL
T T T T BE~hgE |, [ = s 1T 2T T
63a | 45~59 #* _71-1/_ A
Gap | TEE~EE |40 4| 4L 7 7
BT
G4 |BEET 15~29 7 7 7
FEERS
G5 | (EskD) <15 7 7 7

XRB., JEROBREN O EEESHESE T EL EICEY LAWETH L0, BfERA kT2 2 &R
MBI ONWTIX, EREERORNSRET D,
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3—12 LBREEX

1. WME
MEHEMBED—EKRELTHONIB R T, EHRIZEHEL., REKEKICIGANEBTHIEEEHETD
REKABATHS, MEELENRKEL. REFHRGICERT 225 E0/NNEXRT, EHEEILHEL
BB, BBEREEIK . BAETERERTEETH D, BEZTHBDBINBEREHKET S,

2. FRA
HHRMEE RDBRIEREZASHTEZVD, A ZECREESHRDOEEITLIEHEETHD IgA
BAELRIFRIZ. IeA1 DRESHEEN GRS TS,

3. fEK
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DIRIZBERRICN T REZRBDERIE. TOEREF L —F —ICRDBAMLITEDN S, Bt
AANDEYEANBEELT, AN DMSO, ATAARBEAANLNS, RV XA EHRDEMERNT
ABTLEDONETENH D VT NOBERICHERME TERAGRVES XL TIE, BBt 2 i ERIRE
EifiATEOND,

5. %t

BEBUKEHR R EENHREDLHIMICEY . HFBROEFN TERDEREH S, LML, REAH
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Definite: ADDB1 %= & +BDIL3%EHm-LCODER T REZKREBLEFRNLI-ED
Probable: ADSH1ZFiH-T&+BDIH1E2%FHE=LCOER T RESEEZRINLI=ED
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<EEESE>
FAZEMEMSKE X RIEIRE (BOS) DR HE ALV TBOSIERNRET D,

%= 1BOS DIFEAH %8

BOS 0 FEV1>90% and FEF25-75>75%

BOS O-p FEV1 81-90% and/or FEF 25-75<75%
BOS 1 FEV1 66-80%

BOS 2 FEV1 51-65%

BOS 3 FEV1<50%

ek, EROBREN FRROEEESEE T EU EIZEZY L2WETH DN, BRERIERZ KR T 5
ZENRBERFITOWNWTIR, EREE KOS ET D,
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MiERE(BCREME. £XHE)

1.

BE
i@ R AE(PAP)(X 1958 £ Rosen bIZXYEEEich ., A ETIX 1960 £ SIZ K> TRANSN-FH D i
EKETHD, MBEAEIIY—I793 0 D ERF IO BBRRICEETICKYMEERNEZEELTERE
SERICH—TJ7I3 0 HEME THAFBEDEAIROEOABRYEDEREETBERKIHEEDKRIFT
H5,

2008 F(CHKRLI-EHLPEDEMMEFZRAETIE. BSREMN PAP DBERIL05/BAA. BREL
6 N/ BAALHEEEIN-, ARMTIEH. HRELUVREXIZEENT, 11 GM-CSF B2 Az # a8l
EL. 2013 FEFTIZEET 811 2D PAP #2HiL1T-, PAP (X B T % & PAP(#1 GM-CSF H B ik RAIE
DIFEIE. HRMEPAP LIFU B REM PAP IZEH D). TR PAP, £ XM PAPGEZFREM AN
=B EERME PAP EMUEXRME PAP IZEH D). RO PAP IZHREEENEHY, THE N 92.8%, 6.2%. 0.4%,
0.6%T#H>71=, 2011 FEMN S 2013 FFTHORBETENEN.05,07,.08 A/BAACEH0.TA/BHA)
TH>1z. O35 IEEHR L. B REN PAP LEXM PAP THS.

2. [RE

B RE M PAP TlX., BHiEk<v/077— a0 =——FBEF(GM-CSPIZxt 32 B AN EE
L.fla<ono7—2  iFhEROMEEEENREICEASE T 5, XM PAP &L TIE surfactant protein
(SP)-B. SP-C. ATP-binding cassette A3 (ABCA3)EIZFDEE K GM-CSF LT 2—DEEFEEMN
|ESNTLSD GEEGMHEPAP)  BEFEEDHASNTULVEVEDSH DL, iR M PAP X EHE
BREIREGEDMBRE . MEOTAORA  BEIE. VOUREEARME. A —FyMNRE TR
Hxnd,

3. fEK

4.

B %&EM PAP O BRI 2.1, B FinDh RIEFI B EDIC 51 M THoT=. FERILFHERITIR
ERIE(40%), B (10%), BEEE (REF L, FEGE  # 30%D BEITEAEK TH L. EHRAT R DBNIFEIRA L
RHBEMTHAIENRREDHETHD, AXRMEFEETIZEN S, HFMLTIE PAP OFFIRIRAE IR
[CIA TREEDIERAIH S,

BEE

BOREM PAP IZIE. EEE(2MKEHIVIERERE) BN TThhd, HERMEEELLT
GM-CSF O ABEMNRABND, iR PAP (L, SHEBEZETOLFRIEIFBRTHD. A PAP T
FEBEBOBE. REEENTONII RIS A TIEREE TH D, MBENERSINIEHE R
[ZPAP BNBELEZBENH D, ATOMROMRIE—ARICHFINGL,



5. %%

BOREMMBEEBRED 5 FEFEIL 96%, 10 FEFEIL 889 THHH . EFIIZDMEEYRLEMMi%%
EDARBEETHIEENZV, EREMBEEQEDFTRIIBOTEL, F-HEREMBEQETIBCE
EMMBEREICHERTRERITEL,

O EHOHEICHELEIE

1.

BEH

#9800 A

FROME

FHBCHESEESELTOSEENSD, BRFEHBOFMIITHDRAZ ),
RWEBERTE

RHEEL (HRASEDBRIIREILTHD) .

RHYPDHEE
DE(RSBDEEIRBRYBELARENDLETH D)
HY (ARIHERDZEEESHY) .

BEEENE

EEEREZAVTEERSEEE I ULENRET D,

O fA#EHT
fffeEBE. SR EEMERECETIHE: EEHGCEREZTORR]
MERKRE EiRREHEESLZPREMBRELS— BRAREVI—FK HEHE—



<BMEE>
e EBE (PAP) (HEREE. TX1%) DZHEE

A fE1R

FEIK (X5 VERF IR R £ (40%)., 1Z(10%), MR, A EF D, BELE, 9 30%DEE TEERTHS, BIEFTRD
B RS BMBEMTHAIENREEDEH R TH D, R TIIPAP OERISFERICINZ TREEDIE
KA 5, EREIFEEGISEENZL,

BREMR(LTOMRIIZHDSEIZLD)
1. Mik-EEFMREMR

m:& KL-6, Y—I 724 FOT (> (SP)-A, SP-D. LDH S 1&
2. ERBREMR

= fREE CT(HRCT)ICT. U TORREEDH S,

FTEMRR

L FYHSRERES . BEEAITE
CINERNEERESS SI/NERREEER

. Crazy—paving pattern: FTR1E2DEFLHFYELY
. Consolidation

H K 5% geographic distribution

o0 A N =

Subpleural sparing

ZDHOFR

1. FE|MRE RS
2. o

3.

(PAP [Z(XHEZE) Crazy—paving pattern (3.) BNEARTINIZHR K5 %7 (5.). subpleural sparing(6)MERHENN
(X HRCT 32# T PAP MM RIFFER,

(PAP §EL)) Crazy-paving pattern D& EERHINIE PAP £ELY,

(PAP £ H9 HFTR) PAP [ZIXFEEL PAP 5RLVEIPAP 29 TR 1ET %,

(#RI% %9 % HRCT T Crazy-paving pattern # 2§ 5% 8) Za1—EVRAF Rl . URAFfiz¢. ARDS, 2%
I AT 2 . ZERIMER2¢ . fffa i, MR E S imfa LR &, SRR E M. BFEEM%. YILa1k—
DR IREHRAN 2 . BBUERT 2% . AERAREAZEAE . FiKAE. VAL RMERf . LT RRESAE. WA IR | fififa
MAEE. BKERE. ARV AELGE,



3. AEFMAR
Bof&ME PAP BE XL T LEMTREEEL . MKET L2 501 TIHA, BRI, BB R M
EMRL-EEEEZRBLT. HREEEEEL TS, MEEDBETICLA BB R ME CILEREDE
TERYELOLTLY,

4. FREEBFHIFRR
PAP DEAHGFTR  ERMICAREER LIS T;

(1) RHEKFERIZ 0.2 microns KD FHFIFEAMMEBERRMELN TR T 5. MEBEHKYE I+ microns X
DIFEMEFERK M EARTET o 8 microns XD lipid clefts AVRET S

(2) AEIJERNOMBEHRME L PAS 2B THEMEMREEZRT .

(3) FRMKEADMBAAIKYE LR LR T Surfactant apoprotein A (SpA)IZ[G4RT R%ERT , PAP
[ZHSTELHLR,

(4) FEK[ERIZKE2FHANERT S, MlAEDORIRBRELZ R AKHEREEST,

(5) MMAAMEBOREIC) /A ERRMRZEET RS, E<IFEEFT,

(6) FIEMBRMELRENFETIIENDHD, HITHREICRENZHLEFNLH S,

PAP DfRZEBATIIEMEDARE (MEREBZENTRNEMR) -
(1) EEERE

(2) AFEMHRE

() WFHIKHAHNIIIFEIKXD R

(4) RIEEIRE

C iR E2

LUTOEBEEANT 5. FNICEHTIELHD,

Za—FEVRFRAM#. URAFRfi% . ARDS, 2R E MRS . SRR 2 . Bfife t i, #S B X AR £ R,
R R E . A, FILaAR—2 X RETHRAG 26 . BETERT 2 . Bk AE. RS IR %

BHEEMBIEEREGE DMREE . MECHADRA  BEE. YOURMEBRME. A—FvMEET
(Tt PAP ZEBDEENH D, BCREMELMAEELDER DT=HI2T i GM-CSF HEMADAIEZE
YRETHS



<sMHOHRENn>
LTORDEETPAP OZMEFET T RIZHIZRIFILTYXLIZHEL PAP O EEZEHETS.

= PAP Dhpi#e

FRE|.UTD2EEHEFH I L
1. EfRFR: E CT([RAI. &2 28 CT)IRF T, MAEREEXIFITIMREEE TS,
2. RE-MEZEMAR - TOaEFz (I bEER:T,
a. [EXMfak% (BAL)RTHADHEZEL. MET LRI 5, BT, /\N\Za0—FBTSM+
J)=IZEF2BAKOBEBEMEDREL, /AFKIKIYIBT7— (foamy macrophage) B#H 5N 5.
b. REEHAM (BREZMAR. SRR, BIiR) CHREREEZXFTIMENALNS,

T 1VREBEFREECTIZT, UFAMTYHSRAKZRIZF(GGO) NRoN S, GGO DAL, BEREEMEE
BE TIE IR GDENEEBH) THY . MM ERE TEH— (DELTEH) THHEN S, LiLHE
BITRSR,

T 2) B REMMESEDZHICIIMMEF DT GM-CSF BERANGIETHEILEVELT S,
L GM-CSF HEHADAIENGSN TUOVEWNEE XN FETO DRIV R MIEE B E &SI
BHd,

il ERED D FEZEDTILTYX L

LUTO7IILTYXLIZHE->THES % EM PAPGEL GM-CSF B2 AR BEDB S L., 514 PAP SIEUVED
RIEE PAP [CE D). i FE1E PAP, X1 PAPGEIGFMRTNVEINT-I5EERME PAP SV XS PAP
ZEHD). RAOEPAP ZZ2EIL. B REM PAP 5 F 14 PAP) R UMEXM PAP GEIGM PAP) 158 EH#B D
HERET D,




M EEREDSEOTILT)XL

R ERFR. LU
|

| m;&KL-6, CEA, SP-D, SP—A, LDA%&E

EXERE
TBLBIZTPAPEL R HRR R
BALIZTPAPHEIMIFR B (B, JLER. PASIH M EREE., /a%xk~vo077r—o%)

FY &=L

AEBIER | | goik Ec
ISl e FRITZE0OE
e — — BESHES
[Z == » le =
FUAAIE) Bt (e 1
R MEPAP R MEPAPEET- | XK. PAPEET w
4EFHEPAP L,o%ﬁa“e i L,o%nzhs%i""‘ y 7 5EPAP

S REPAP ﬁéa’;
BofaEHPAP [ fnstEPAP B £ XMEPAP, BIEHEPAP

IEERAREREER S BEENILLE 0BT REPAP (RIEPAP
EBD). 5EE1EPAP(:§{ET$PAP€E¢,) |

it BIEME PAP ZE-L5BKED—E, . CAME(IZHES PAP (XFEFMICHERME LM (EN TUV=AY, £<
[E#1 GM-CSF HUAIS 1 TH B, H1 GM-CSF HiiRIZ LB 2N RIS,

REA HRYBE (n=56) | BEDOXEHMNS (n=57)
Hematological disorders 49 (88%) 43 (76%)
Myelodysplastic syndrome 49 (88%) 43 (76%)
Chronic myeloid leukemia 37 (66%) 6 (14%)
Myelofibrosis 3 (5%) 16 (37%)
Acute myeloid leukemia 2 (4%) 1
Acute lymphoid leukemia 2 (4%) 8 (14%)
Adult T cell leukemia 2 (4%) 3 (5%)
Aplastic anemia 1 0
Lymphoma 1 1
Multiple myeloma 1 3 (5%)
Plasmacytoma 0 1
Alymphoplasia 0 1
Essential thrombocytosis 0 1
Infectious diseases 2 (3%) 3 (5%)
Autoimmune diseases 5 (9%) 4 (7%)
Post organ transplantation 0 4 (7%)
Non hematological malignancy 0 3 (5%)




<EEESE>
(MlRERENEER L EBRD EEE]
PAPEEEICHAEHZER L EERDEEREZHET 5. EERPEEENULENRET D,

[PAP EfEE]
EERE (DSS) fEAR Pa0,
1 ®mL Pa0,=70 Torr
2 aY Pa0,=70 Torr
3 M 70 Torr>Pa0,=60 Torr
4 M 60 Torr>Pa0,=50 Torr
5 i 50 Torr>Pa0,
(BEEXDEEE]

LTDGE HARLLT. EEELX 1 EMATEERDEEELTSH(I ~VITKRR) . TDHE. EERSY
BEREEORIC( ZEMELEREZRA. Hl BEXRSEEE: I (MREESGH
(BAS OVE iR HERE D & BF
()R8 . T T DREESH
(3)CPAP M5 &

B, ERORREN EROBEELESIESE T EL Y LAWETH I, BRERZMRT 5 Z &0
MR ONWTIX, ERERERORNSRET D,



3—18 Hife{Eit SUE X2+
O BE

1. @M=

AR SR ISR R IR RETREC YIS DD T TR MMM E 2 UE 1% 8% (secondary alveolar hypoventilation
syndromes: SAHS) D&z L T, MK IEIZEE (alveolar hypoventilation syndrome: AHS) 2B 9 45
LITEETHS HAMHROMEERETHY .. REMFIEITBHTH S, Phenotype A &B Tl BEARFFDIELR
EREISELVD HAHEMFHIBAL TS,

AHS [, FEIR 2R - M 20 - i - A RICEENGL MR E LBAOHGRENROLNGNIZLA LD
59 . BHRICHBERS (GEOE _BRILRFOLELEERNE)ZET HHRETH L, MBERKIETRE
PLYLEERFPICEILT 5, RRELTIEFROILFE(RE) AHREBR T HILEZBEROEE (RN
—EEESEL TS EHTE SN TS, Phenotype A (L€ . [R5 14 i BR 1K #2 AE 1% 2% (primary alveolar
hypoventilation syndrome: PAH) £Z2Z 5 TV =EE TH S,

2. [FRA
FEIR O B BERET (1B, RBETRAH) ROEE (F£) EEZ LN TIVD, —EDESITPHOX2 EEZFD
EENHESNTOSD, HRELOBRIETHATH S,

3. fER

FERELTIE. FERERCHREELSEDEEDERES . FIZHEIATDIES GAIR) L EMNRA
BIELDHD FIRNETINEL I BIFRAEAETL, ALALOEIR(FIREE, £H50ZELE)N
HIEL TS, TN B EEHE TICHESHEEREFES,

4. aEik

HAMROMEREBETHY., MARAREEIHISN TV, FEREMBIEE. 1FICERENE TR
K[BEDNFEALE DB TEMTHSN . HERETHD, SETIERBEHZERBLITONEIEAHD
M. BRTEENTH D, BREE . TOSRTOU 072 S RHEE QOFRFHF HEGEG (LR
ENBHENHHD ., BREIFFEILSN TULVELY, phenotype A BE FEEFFFIREF(CXY . M EBR RN ZRH
[CHETLT. AEFRALEFETIIELHY . EENDETH S, Phenotype B BELRFDIERMNHY.
IRNRETHD,

5 %%

HAMBOKREDO ., EFEGHREIEEOSNATOGRLA, SFREMNBRIBZDBRFEAEL BTSN TL
BWNGE | BRIDEREN SN ENHESN TS, RETFREFREMEEIND,
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O EHOHEIILELEE
1. BEH
3,000 NRRELHEEIND (FRAL2ICHTIAEMRIMICLLHIETE)
2. RROWE
TH (B FTBAOMRFETER)
3. MRMEEAE
FREEIM (JEREMBEBRTER)
4. REOES
DB (RETRESEHBEAELL., JEREDH)
5. ML
HY (FRFLIZET IAEARIIERDZETELE)
6. EEENLE
ARIMERDEEENFBEAVTEEEIULEZRRET S,

LIS ey
FEREE FREAPAFRELHR PRENHS
#iE B E—I
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<EHEE>
Definite. Probable Zx{& &9 5,

iR R IREF DS MR %

A. JEIR
1. FERIERCHERERELGEDEEDREREE . #NI23E<AHTDOBEE
2. ADTL DR (REBEHLZVLITFERD BN, £B0FELE)
3. BREHMHETIZHESHEIR

B. ®EMR
1. BIARMZRA R HTICT, EDBEDS ZBAL R RIMAE (PaCO, >45Torr) 3B D
Phenotype A: RBIFEER PICE RS/ BEEREMEEZET S
Phenotype B: RERERPICEICEITREZET D

2. BIRINKZA R 47 :Pa0, 60 Torr A FDIEEERFAL2EET HIGSIIHOTOHAEZEE
3. Phenotype A, B D ¥|E TR KBIBEIRRE ((RUY L/ T F5T74—)IZTITI,

C. A2
LTDEREZENT D,
1. DR EREE COPD, $FHMMBE MM K. JE XILIRELE
COPD [FFAZEM K EE (FEV,/FVC < 70%) TZMINDEETHD,
COPD TR HRERRA ([CHEITR, BMKRZET S LLERINS, B~ FFE COPD(%FEV, > 50%)
T PaCO, > 50Torr DIH&(E. Ml EBRKERBOEHEEET D, ZEICIE. FFREEERENNAT

Hd.

2. BEARBFEEMTIRIE R B (SAS)

MEARIRE CEMPREFIRIES (AHD > 5 (JEERMFRIEE 2T 5, AHI 2 5 TREROBMERMR
EESBE . HAWTEROEEIFZST AHL > 15 DB S BERFEIFIRIEIREE (SAS) DB ELS,
SAS THEEERFIC PaCO, >52.5 Torr (BEJEE 2 LI E)ZET 55 E (L. MR ERSEEBOEHEZEET 5.
P, BRRESSUVCEEBOBIRMAS XD THALETHD.

3. HRmAER EEMBENELGE
RHI7GE 2K DFRAPARINH OERFRENEESN ., D OMBEHEBLCEDFENEESND,
BERZMELIUHEEMRICEY. FRAPBROEEICEET 2T REEROFBEMRENETESND,
D. B=FHIRE
1. PHOX—2EnFNEE
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Phenotype A [CPHOX—2MNEENBESNTLED., FHICH AP TIIREDERIIRETE,
Phenotype B [ZF~HA

<gZWohT3)—>
Definite: ADSH2IEB LI E+BMD1&jET-L. COERT RESEELF IR ATRETH SN,

B 3[ZTphenotype A, BASBASHD LD

Probable: ADMSH1IEH +BD1%FiiET-L. COER T REFKEERINAIRETH S,
B®M 3(ZTPhenotype AET=IIBH HI|E HEEZTE D

Possible: BMD 1%iiiT=L. COE AT NEHRBEIRNATRETH S,
Phenotype AET=IEBAHIEREELED RV L/ T ST4—KIEITHIEE)
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<EEESE>

UTOEEESEZAVTEEEIULZNRET S,

BUIn%EH#i¢ 518E MRC(mMRC) 3485 L—F

O:MLLEBZL-FITRYINAHD

1: FHRGEZRE THL HAVERPHZLYIRESFHFICBUNLH D

2: BUNAHEDT, AFERDAIYLFIELEZSDIEN, HAHWNFFIBGEEZESDR—ATHNT
WBEF, BUIND=OITIEIEFLENH D,

3: FHHZEZER 100m, HAVNIBABERUNDI=DIZIAEIEFED

4: BOINAVELR DM HONGE, HAVEKBDBEBAZT HRITLERTINIHS

BREE BREERK EhAR L& S R34 BEIKR
BUNDIEE PaCO, Pa0, NPPV/HOT & f
1 mMRC > 1 PaCO, > 45 Torr Gkek
SEeka
2 A: PaCO, > 50 Torr, CPAP/NPPV # it 8 BN E
B: > 525 Torr
mMRC 2 2
3 Pa0O, < 70 Torr CPAP/NPPV/HOT ###i AN E

A, B: PaCO, > 55

4 Torr
PaO, < 60 Torr  NPPV/HOT AN E

A, B: PaCO, > 60
5 mMRC

v
w

Torr

BREAERK. BRMAEA RS2, BERKIOBEEIRTEHE-IRIBVEEELER,. 80
BEEICELNDERICOVWTIIMDIEE THET %,

HOT ICEEL TIXaEER . KEZEH THE I NIEPLEITATEE,

PaCO, MIEE M A, B [ Phenotype A, B #~9 ,

IR, JEROREN FRROBEIEENFES T B EICEY LW E TH L0, BFERER KT 5
ZERMBIREFIZOWTE, EREIROMNGET 5,
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3—19 o, ~F7YUFRNITOURZIE

O HM=

1.

W=

a ~ToFR)TO (AAT) RZHE (a 1-antitrypsin deficiency: AATD) [, AAT DR ZIZ&KY ., BEEIC
12 EZE M IT&EE COPD (Chronic Obstructive Pulmonary Disease) HIET DEETH D, fEEIL. AAT
RAEEEMEFFSN =AY, COPD RIERENSEET HL. MDBHEHEF THD AAT DFA & COPD FiE
FEICHYS51=8 . AAT RZIEET D,

AATD [, ;& AAT JRE < 90 mg/dI(RTTAAN)—iK) EERIN . BE (M17F AAT 50 - 90 mg/dl) .
FE (IM5F AAT <50 mg/dl) . D 2 DIZHEEEND, LiE . AATD FERIEBLL T, MiF AAT A IEEEH
TH,AATD LEELILT-TRAE (55 BARMBTRET SHAEMBKIES) ZRTEFNHY . AAT LISNDRE
DHEEFRRIZKLDEENEENDIEEZOLNDS, CNLIESERDOHARZREETHD.

AATD $ERMEBESTEEREEIE COPD (X, EEDIFRMEREENHY . EYARERIZHLEST
45%DEETHEERRELZZL. BEOHEENZVEVSEE -#EHDRKRBRELOTIND,

AATD [FBHE D COPD &IFELGLHERTHY . BIEDEZELTOREZREL T, FIFEEMOHE
5HERTHD,

2. [fAE

FAEMHBSEEREDCREELLTIE AATZETEGHNRE. JE LD REREOER, TOT7—
€ T7oFTATT—ERHE. AFX AN TUOFA XA HELRENBERLTLS,

AATD ¥R BZ S D TEFERIEEE COPD (X, BHRLEEARANERDFTSEDRENTH—1TEE
TH5. TDH T, BE—BHLSMTHE>TWSHEEIE, o,-Pi (SERPINADBEFERICIYMBEFD AAT
NRZTHRETHDIN ., TRICKYMBMI SV REEZTT OMNIDONT, BALMNEE> TRV AS
2L\,

3. fEK

4.

FYER IR S, 1B DX - BRATERTH D, EITTHE, FERTFRERHEDREEAELL,
BBERA. ATHREENBEICGSD,

AEA

AATD TIE, REHMTREE. AVIILIVYIIF0 £ BHEFEDEEZTVDD, BEEEEZHREM
[SHIETL. FFIRUNEYT—2ay BYRE. BREE, MBRSERE. ARREGEEZRRT 5. EIb
HEEZH/-E I MBBEEEEWAEERERO—DOTHS.
B TILAATD ITHL TAAT HREEN THON, CTER LOREREETHFIZIRNRESN TS,

5 %%

DML 5 FELLV DB T, FIRTEMNERICLLH RN EL.
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O EHOHEIHELEIE

1. BEH
100 AR5
2. RImDOHIE

KRFEZBA (o ,-Pi (SERPINA1)EIZFNEENEE)
3. MRMEEAE
REEIL (RHEREDH THD)
4. REDEE
WHE(REEZRESELHAFELGL. HEEREZDH)
5. ML
HY (ARYERDEZIEEHY)
6. EREENFE
o ~TUFN)TOURZDOEE. FEHTRREDOEE. AEMBRKESTORELZREMICFHEL T,
EEEZHDET D,

LIS ey
FEREE FREAPAFRELHR PRENHS
#iE B E—I
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<PBEEE>
Definite. Probable Zx{& &9 5,

o -TUFMNTOURZIEDZMELE
A FEIR (RIEF o, BEER)

1. FERETN
2. BEOFEE. TORIEZRAMNSIXFIENT ZENTTHETHY . 55 mKih CHRAE -2

»

m
W

B. REFR
1. MERBEEEFR R :
[EXREERAEZTYH FEV,/FVC(—FE) < 70%

2. MERE{RATR
FAZEMBRSEEOREICEAS T AEHESNITERE. ERE

3 MFa  ~FoF NITOURE
Q@ -FoFRNITOURZEIIMF ¢ -ToFR)TOUEE < 90 mg/di(RT7zOARN)—iK) EEESh ., B
fiE (3% AAT 50 — 90 mg/dl) . EJE (IM;F AAT < 50 mg/dl) . D2DIZHFEEN B,

C. #RlzZk
LUTOHEELERT S,

BED COPD, REXME. UFAMAMSRE X £, FAEMMRE XX, [KEILGRIE. MM#stk. EME.
DU NIREFIBIE. 524 )L/ \> AR S ERE

D BIZZEMRE
1. a,-Pi (SERPINA1)&=F
2. AEMBSEZEOREICEASLTNSEEEINGELTER

<BEDHTIV—>
Definite: A-1, 2+B-1, 2, 3 Zi#f-L. COEA T REHRBERNLA-LDTHY.
B-3WmiFa ~7UFrITL L <50 mg/dl
Probable: A-1, 2+B-1, 2, 3 Zjitif=L. COER T REZKREBEBFRNLAT-LDTHY.
B-3 M IiE o ~7F )T 50 - 90 mg/di
Possible: A-1, 2+B-1, 2, 3 Zi&-L. COER T REEEZRINLAT=ELD
AATD $B#ZINEREBTIE, IE o -7 FM) TV DIEFREEFHB-SLULH . D-2 DRIDEEMFERICEL
UBAEMRGAEEEEIITEATEIND, LM LIRS T AATD DR EILTERLY

89



<EEESE>

EEE2ULZREEDORRET D

BYIh %l A181E MRC 9385 L—FK
O #MLLVEERZLI-BEITRYINAHS

1: FHRGEZRE THL HAVERPHZLYIRESFHFICBUNLH D

2: BUNAHEDT, AFERDAIYLFIELEZSDIEN, HAHWNFFIBGEEZESDR—ATHNT

WBEF, BUIND=OITIEIEFLENH D,

3: FHHZEZER 100m, HAVNIBABERUNDI=DIZIAEIEFED
4: BOINAVELR DM HONGE, HAVEKBDBEBAZT HRITLERTINIHS

EEE BRENR BIAR MR R 5347

BEUNDIEE  PaO,

1 mMRC 2 1 Pa0O, 2 80 Torr

2 PaO, 2 70 Torr
mMRC 2 2

3 PaO, > 60 Torr

4 mMRC 2 3 Pa0O, < 60 Torr

ML RERE

%FEV,

%FEV, 2 80%

50% <%FEV, <80%

30% <%FEV, <50%

%FEV, < 30%

(M&ERE)

50~90 mg/dL (T OAR)
—ix)

<50 mg/dL (RTAAR)—
&)

BREER. BIRILES RO FREEREOEEOHR T, RLEVWEEEREELE-T/
L—FZBRLT 2ROEEELT D, MF o -AT RENROEEZH-THE (L, DR
BOEIZRLY . EEEEZRDDH. BRAERK. MBREN2XIE3DIZE [EOIEER THEY

%

MIRB., EROREN FEROEIEENIESE T CU EICEY LW E TH L0, WA ER M 5
ZERMBE IR FIZONWTIE, EBEEBROXGET 5,
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1. =

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

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

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

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

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

O EHOHEITHELES

1. BEH
100 AR

2. RROWE
T~H

3. MEMIEEAE
KREESL (N FEABRGE DIHEREDH)

4. REDOEE
DEGETHET. EBNEDITONTEHEIEZ TUOHTREEL$H D)

5. PR
HY (ARVIERDZETEE)

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

O 1F#kir#tT
[Carney 8 DEERELGLSUICEZHEHFEDIERICET HREHE
HRARE BIELERFR NEREE MHES
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<BMEE>

A—=—(Carney) B & DT E %

A EE#x

1. RIKRERRALE (OE. &R, RA. S 2E)

FERIE (RIS . #ERE) *

IDVFE R AE *

FLEAGEIESE * . (XIS MRl CEEMRIEEEZFHE LR
FEREREBRMETITREIBERERZE (PPNAD) * | Fz(ETF YAV U ARER (Liddle &) IZHB1T5K S
JILADLFaAARDOIFEHEBGE RIS

BERERIVE EERRIE * (X5 5 inAE KAE

KiEfa B RE )L HRERE * . F-IEBEET KRETORKILE
FRIRIE * . FEEEE IS TR KIFBE T RRETOERII— S HKiEH
WK R EHEHE *

10. FEAR. ELRMEFESH(ZHMY) *

1. FLERRIE (B H4) *

12. BEREALRAE *

(*x FREBZETHEELZED)

a r NN

© ® N O

Bt EZHIER
1. —8HZLIAIZ Carney EERBREEHEDHEE
2. PRKARIA B FDAREFLEE

<EWohTI)—>
(M FEEIF @) FH/I=TI&
(1) AIEE®DS5H2DLE
(2) AIHED1DEBIEH®D 1D E

93



<EEESE>

1) FF2)ITBEZETIIDERRET S,

1) FHRENE RUPHR1ERURADEE.

2) TREDHFELLEZRRET S,
BE: MJF GH JRE Tng/mL LUF
;& IGF-1 jBE SD X7 +25 UTF
BHHEDEITIHEL

hEE: MF GH JZE 1.1~25ng/mL
& IGF-1 B SD X7 +251 LIt
EREREEENME (BEfE. RTEZ. REEE. HEREDNIB. 2 DULDERKREKR) ZEH D

BEfE: M GH JRE 26ng/mL LI L

& IGF-1 B SD X7 +251 LIt
RERMEIMS LUV EHEDETERDD

KB, JEROBREN L0 BEIEESIESE T EL LY LARAWETH LN, BREREZGET 5 Z &0
MBERFIZOWTE, ERERORNG L5,
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3—21 A ITSLIERE

1. =
EEREDERBVDRERELGY . ROTRBBEZEBICKYVBRAEEZET . CO2DDRFHAILIER
DEHFICKVZHEINDG, EEBEASHERMEERE,
HERBRERABERICMA TR BRHR. BARBERZLEICESL. RiE. #R. RIREE. %
HILARE-BRERGEZEHT D, TEMIEERETHRL-EEDIEXFZE > TDIDMOADYE &R &
FEIENDZEE0H5,

2. RE

[RRERTF WFSTH 1998 FEICRIE SN, BImFZMAAIREIC A oT-, BRADBE TIFHI60%IZID
BEFICEENBEINTINS, WFST BIEFITO—FENDEH.WFST EH (wolframin)lX E (ZHIFER
INEETHANMIKIZHFEL. COBRBEEZRET HHMEIT/NRAIN RIZHEFTHEENRESNTL
%o Tl AVR)UER T DR D B M TIZ/NMAKRICMATAO R D ERICLFEL TS
EDRIEBALMTHE>TND, LALELNSEDEEDHEEE®  JEIRDRIEAN= X LIZDWVTIEIKAT
BRERAYE LN,

WFST1 BEFICEEMNRE TELGL Wolfram FEIRBEEELHFEL. ZHMENH D, &IE.WFS2 &L T
CISDZ EBIEFMRESN=MANE U USN D BE TORE L,

3. fEK
HAFITIE 10 MATRICRET 21V RYMKEEOERBNVRER LGS, POEN THRARER
[CKDMABEENFIEL. KBAIZEYS5, 2D 2 DOMIED EHHIZEY DAL TS LIEIEEDZ WAL
NTWS, ZDH, PIRMERARE. AR (RS CRBRER OKBE. REDILX) . HRERK
(BER - /NI SRER L (FULMNA) | FEREIR (INEE . B HEER L) £ A DMAEHE TEHL. ChEHD
EIRICHES S HAERERT S,
IR IE—RRICETETHED . ERHINEHRIIZEY ., —HDEERDOAEZRT HIHEENH B,
REEEREITHSIBRLC. MATOMBEREFERLT HELAORBREELENERFERERELID,

4. AEE
WERBICHLTIEAVRYVEE, REBEICHLTIETRAEILYS VD OESRTHhNE, FOM, HE
HXHERE., XERENTHNS, IRARMITARIIHEISN T,

5. %t
FERIEEITHETH D, BERKB. REEIZHLTIE. BEAURAYVORARKRILVELDRENLETH
b5, KBBIZERAET ., @ BERIPBEOEZFTDELXET IS, REEEICHESBREP. MR
THOHBIEREFZRET DIE L DKL GREEMEM ARG E) BENEGFRERELSS,
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O EHOHEITHELES
1. BEH
#5200 A
2. FmEOHE
TH(BLEBRSMER. WFSTEIEFERIZLDLDH 60-70%)
3. MRMEERAE
REEIL (RHEREDH THD)
4. REOEE
LE(ETHETHD)
HY (ATUER DM EZE)
6. EEENLE
BEEE: BIFSAHOROBERNA 03 X
F1zIE. modified Rankin Scale (MRS) . BE-XE. FROZTNZTNDFFER7r—ILEANT, LWTFhh
MNIULERRET D,

O 1F#ki=#tT
[Wolfram fEIRBF DREREITE SR MB WA DL LD FIEHER DO DR 3L
MEKKRE WWORXRZXFREZRMEFREFNEARE B8 /F 4
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<BMEE>

FEIER

1. BRBGRE. 30 MRBTRAEL . 1V R AKIFREIZED)
2. RAEENE

3. BEEFEZMICKY. WFST B FICTEEMNFAINDS

SEIEH

1. RE YR

2. HIRMEFR BRAE

3. REEEBOKEE. REDILK. BHMEERLL)
4. PRIRE R (&R - /DMIXNKER . SA VO —XR1GE)
5. ¥HER (3D, IEBEELL)

FEHEB1ML3MI62DULER-FEIZKYEZMT S,

BHRER. RRIETIIAROENEETL, BERETCOHEMRIEEORREZEL-TEH TS,
FILT)IN—BRETOREET - RERETORRCEEREZSE LT D,
SEEBICHIT-BIREZRADHEAEHLETEN TS, TEREBD 1 F X 2I2MATSEEREONT
N1 DLULDEHISELNTIZBETREVVIELTZDOMDEKRDREREZ FTEFEBRTHLELEICT. F
EIMFEFTWFSI BEEFREZITISENEFELLY,

GADKIX 2

HERBIEBEE AR ARFIREICELD . AV R) U bR LICITBEELLENI LA H D,

HEPR R HBIRIE R ANELRE TR FET 22 ORHBEERITEZEBENSBRINT 5,

SZIER ST T E#MIZ(Diabetes Insipidus(FR BRfE), Diabetes Mellitus(#EFK &), Optic Atrophy({R #§%Z
#i&), Deafness(#58)) M EEXFZ B> T, DIDMOAD JEI&RE LEMEEN D,
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<EEESE>
FRREE: BFLEADOIRDBIERND 0.3 KiF

FE1=1&. modified Rankin Scale(mRS) ., BE-X&., FRDZNZTNDFHER—ILEZRLT, LWTF A 3L

LEERRET D

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

modified Rankin Scale
FoT=FERAELY

FEMRIZHO>THLRASMEES (LA

BEITFRER
BEERS FCEBRALDIGRETHS
BREERS ST ERIREH DD, FEURASITOTULV =L

BEOHHOEBIIITAD EOEBICHIRIGVIKETHD

2 BEOEE: FIE LIBIA BT O TW R OFBICHIRITH DN, BEEE
RELFTOZFBNT RTITADHDITREVA, B2OED  FBILTWSRETHD
EYDZEFBIELIZITAS

3 hEEQRE: BUe A #BEREEZR AL EICRINTBELEET

SO EELEET DM, HITREINBELIZTRS

PEEMEENEE:

BT OHARHIERIZE NSV ETHD
EEDEE:

BfEY, RERE, BICNBLRFVELELT D

6 biAm
B AR 2R

BE-XE N

BN BEST. BE. BELGH DR MMLAEEIZENE
EVEELGMRETHD

BESIT.BE. GELAADOHR. MLEBEICENBENE
ETHN. FRGNTREILEELAVVRETHD

BISHEADNELELT HRETHD.

0. fE{ZZEL,

1. BICTE5. BEFENETIELRUOVEEDERMH I, te&EE - BEETFICKELZL,
BYHEOIXRC. BEHOEEDIXEZLELT D,
BE-RBERASHIDNTIZET S,

HEMAGIEROMEEERN(BEXRE. PIOBIREELGE) ZVELT D,
LEMISEROMNREFERIEKEFELTLS,

S
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R (R)

0. fEMEZL,

1. EEDETREDMRIEH I, tREF - BEEFITKELN,

2. FEEEDOHICEEDRUNGEDERLH S,

3. MIRAERMEEEDYFIZHS, HAVIBEEALGEDBELEHETRUNAMNELD,
4. IBZEOWEIHHNIBROGBRSIENEEFERANIBE,

5. [EURB AV TGRS EEEFRANDE,

KB, JEROBREN L BEIEESIESE T ELU LY LARAWETH L), BRERZGET 5 Z &0
MBEERFIZOWTE, ERERORNGE L35,
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NVFFY—LREIBEEC AT —ZR<)

1. B=E
RNIVAFDY—LRITHEANLA XY —LIZBET IEHR-AVNIDBEMRIBEL, ThoDRY
INGERNVNAFDY—LIZBESED=HITHEL PEX 3N\ DEBELFEEE (RILAFIY— LR
BEE)D2DIZHIT6NE, INODEBEEFEBICKYERLALGRILAFOV—LKHHRMNESTSN., F1R
HRREDDICHREGIBRICETEZELTCZIEICH-5BKREEZET S, CNETITRLVEEDS
WRIBREDAMAT—0 HRVEENIONULTF Y —LROBETHLYTIA—A—ERHLTE
15 DERBICHESNTIVD, CCTRI TIHEERRORRELG>TVLEIBAE S AMAT—ZRRLM=
RIVAFRY—LIRENRET B,
<KENE>
IRLVFFD)—LEBRERE (PEX B FEEE)
(1) Y)LA—FH—IEIREE
(2) FERBBEHESAMOT—
(3) BIRLIY LR
4) BHERRHBERMIET1E Rhizomelic chondrodysplasia punctata (RCDP) type 1
2 B RISSE
(1) BIgRE AT —
(2) B-BRILREERRIEE
FYIL-CoAFF L5 —E (AOX) RIBfE
D-_EBE#% (DBP) RiI&fE
Sterol carrier protein X (SCPx)R &84 E
2-Methylacyl-CoA racemase (AMACR) RiE4E
(3) LIY LR
(4) TSRO ERRBRRIEE
B SIRTEERAAE2E!, 38! Rhizomelic chondrodysplasia punctata (RCDP) type 2, type 3
5) REES1VBERKRAE 1R
(6) 7HHZEIT (BHAS—E M)
3.Z DAt
Contiguous ABCD1 DXS1357E deletion syndrome (CADDS)

2. &R

RNIAFDY—LICIEBRBEEHRED B BILCT 2V o Bib. T5RYO—SUEFR. BEEKE
PR TITXVIBBSREEERICDELGZLORBROBR -2V /N\IDNFEELTWS, TILE
FAVNIDOBEIMERFEREETIE. ChET 10 BOKRBLFEREZFHHEBAINATEY. ThZTh0E
EFEBICERTIHRLALGERHMBEELZIRICHIIBREEZELTVS, —A. TRODIV/NIDR)LFE
XY= LADEEIZENHD PEXEGFREIZEDIRILAFDY—LBBEEETIE. ChET 13 EDR
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R &4D PEXEIZF AL TEY . BRERMICERILA T DY — LR BHELBROESICLYEEERE
EITREFEDVIINA—H—EREN, SYBREDBRRKREFEFTHEELTLS,

3. fEK
RV F Y- LFEOBETHEIYTIA—A—ERE T HEERNCDHERIETOEEER
ZEL. NFBLRELBICEEREEERELT . NILAF V- LRICHBET DERITEBHEND, KE
CTLICREZRENSHEEE (TLVNA . MEEREELZE) . AE. BEOEEN SR, B, BhEesH
(2R R AER DA DN D, FIEFHCERRBALERBSLICELY . RUER THEKROCEEEICILIFH

Hb.

4. Ak
ZLDRIVAFXDY—LRTIEIIVEEELLTOREEAIHILTESY  RERENPILELOTIVD,
ZORTHLIY LR TODI(EVEEFIREA. REMS L1 VBERE CORBIBOERIE. BHE5—
FTHETOOREAFETEIABRELLTETFONTOS, WTRIZLTERMERETH IR XY
—LIFEDABRBEDE—HF. TELLETRHICERICEHTSZEH D,

5. %t
RIVFFIV—LFEOBERTHEYTIIA—H—EEETIIERARIAIZFEET 20, hORILAF
Y—LIRITEEICIYFRIIHRALATHS,

O EHOHEITHELES
1. BEH
100 AR
2. RROWE
TR (RREGFIIEALRETTRALGERENSLY)
3. MEMIEEAE
REEM GHEBENFILT, —BICBIBECREERENHD)
4. REIOESE
WE
HY RET LITHEVITIERL)
6. EEENLE
modified Rankin Scale (mRS) . BE-X&E. FROZTNZTNOFHERT7—ILEZALT, WFhhH
BULERRET D,

O 1F#ki=#tT
(54 —LRm&ARILAFIY)— LRI S5 EMRRI
HMRARE RRBEZENKE 2EHE @TEEH
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RNIVAF YL EEEEDZIESE

A ERR

EEFRBREDOFARIILUTOEYTHS,

1~3IE1 2D PEXBRFDENNCEREEZLDVIIILAR—H—IRILILELT, FRRRMEEE DELC

KU, REENTS, 4 DIRERKRKBEBABE 1R PEX7 BEEFEREICKD,

1. Yz )LN—H—EI%E

HAEBERKIYOHRIRIET. ATEEZEL - KRFFX - SAREBRE T - NERA E K - IRMEEFSE - RGEDEERE

. HRESKRNE, AERES. AEAREMLGEDRMMEERE., AfELLICERITLLFER. BERE /N

Zio, BHOERRKLICHIIEE ., EEOBEMERREER. TVNAZET S, FAHERES LA,

FIURTIF—EOEE. BEE-FEEVILECOEE. BEERFOETLRENEBELLITEITL., <IEE

IRHARTEIZRTT 5,

2. FTERBBTRECRAMAT—

YIA—H—EEFE L YERRIICEE T, BREELEM T, HAROHFRE T ORBIMER ., #ER. i

EXOEECZTORELE TED, BHEBRELHALRNILETHERD T, TORBRITY 5, F-BFEH,

BE DR FRALIERHEWN EHERITODNAICBELTIEY T LA—H—EE#H LY EE T, BETETRT

YRZT7ERBDDEFLHY . ITONAFICTHEO THATH D SRR F FTERT 5,

3. ALIRL Y LIR

YIA—H—ZARI S LD D TRERMICRLBER(CHY. ERORBEPLCEELED £ERFFURIC

K[ONNIBEEDEREECLHERUMNMIIL. FELI1REETIILENIER T, ELSEHLIMES, 58
BENOREEARELGHLAOND, TDR. HRRETOEASTHIORITEZER:ZL. RE-BREEELH

ML, MEEREMECREHHMITENICEZFEZ2HRDHD, HALEEFHLEET S,

4. BERRKKBEEMBIETE (RCDP typel)

AT AL AR AN 7t 14 OD P B KR R E S BB D UK B IRAE | /NERSE , RTRERE L RRERFELE DR ELER. B
NEE, EEOHMETREET. RREFTZEL. 2LITVNAOIFRBBRLZEREYRL T, 2RETITE
T35, F-REMRELT1/3REICABBLZEDS,

BRER

1. MANLAF)—LRBEYORIE (BE~Y—Hh—)

@ BRERENE

VILR—H—RRIFSLTIE C260, C25:0, C24:0 HEDMPBRIERHEEDIEMERDHD, BERT
(T EMOERELEEICELN., BMIY—H—ELTIRIEFATH S, —7A. RCDP typel TIXIEMZERDHL
AN

@ 48 B TIREUE
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YIIR—H—RARGIS LTE T2V TRV EEEBEINT AMEMIZH S, BL. BEITIRFELTHEY.
HAEBMN OFIIEETZROSEEE TIXEMLARNIENH S, —H . RCDP typel TIXTs2 EED ML
RHBH. TYRIVEOEMIEERDAEL,

® FR7TO—4

YIJA—H—ARYJ+5LTE RCDP typel THETL. TOREIFEEEICHETHEMICH D,

2. E{&E2 W (B8E0 MR, BBE0 CT)

VI A—H—EERE DAL CT TIXAIMKNENE K (BB RTO—TROMNEZELHS) . MRIEHR TILBESHLIE
ELNKER R EE I FHEA TRINEL K O R ERRLED D, — A FTERERERE A0 7— DK
EGFTR T BREBLZ L ETHOREREAELEELHoND, FELRLITY LR MRIFTR
TIEBRER ., DN Z. BNRICERESHRDOON. ZTDE. /DRHSKINBEICENDEFALADND,
RCDP typel TIZEEED KK, /MYXDEHEA MRI ICTHBILEECERENERES . BHERLLEERDD
FEFILE RSN D,

3. BEMREAL-RERE

B EERICKVIEBSRMFMEBEE/ILT. RLAXV—LEo NI OMBNBEERESLE THEYT
%, EICHAS—EHRENAVLNTEY ., YVIIAR—H—ARINS LTIHEE . MIERICERIZEFLHES
—EEH(RILAFDY—L) [FHENGEN, 1220 BER TIEABICHEARTO, F(EEF 1 I8RICEH
DRHLNBENH D, —F . RCDP typel TIERBEIFIFRMRICEREEINS,

4. TEHETERRAT

YIIR—H—ARGISLTIE, BEAOEFHEFHOEFMBRIMEMELT. H27—FBAOHREZED
NILELG LA MR HRLUGTNILRCHEHEEICE T HEL T 1 2EHLEHEHEOENICET I TR
i I

C iR E2
LUTOEEEERNT 5,
1. YIIR—H— ARYS L
<#HERH>

HOURENREE . TS 04 —ERRE . BERMEHERE. hOAEXEFHEE. REKREEE. RETHDOF
iZha 3 2
<ELH'REALIE >

T —IEER . L—NIVE, AT AERR A RBEE. AEEREET IV —LKROI~aVRY
TR MMOMERREMAE. BEEME. EE/MEEMESRE

ERBTRILAFSY—L L EBEEERRIERE . CADDS, BIBAECAMOD4—, LY LR, BHEMES Y2
DERE1RGEEDRILF XY —LROERNIDHETH S,

2. BRI EEMAIET1E (RCDP typel)

BRERBEEREFILHETIBERMEER (BHBRHEMEICKIBLBREBDZHAEER), J5RAYO—
FUBMEERREBIED RCDP type2 BELU 3, YIIA—H—ARG S L LIV LBLEEDRILAFTOY—LA
/EE,
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D BEFHRE

1. YIIWR—H—ZARGIS L

1218 D PEXEIGF(PEX1, PEX2, PEX3, PEX5, PEX6, PEX10, PEX12, PEX13, PEX14, PEX16, PEX19, PEX26)
DEER

2. RCDP typel

PEX7 BIFDEER

<gEohTIV—>

1. YTIR—H—ARIIS L

(1) FEERRVERRFTR THRAT-IEH,

(2) MARILAFV—LRBEVMDES,

(3) BEMBERAV:RELBICTRILAFIOY—LEIVIRIDBELLEEZEDHS,
ZHIELTIE, TROFIFQDWTNAMIZZET IEFET S,

@ L&, SHEEN)-QOEBEBREHLTLED,

@ PEX B FEEMNREINT-LD,

2. RERRKKEBEMBIETE (RCDP typel)

(1) FEERBRVEERFTRTHRARZIER,

(2) MARLFFIY—LRBEVDRET, J45VBOBMELVTSIAYO—S DR 1BRHEIEHE
FIEE,

(3) PEXT Iz FEEMNREINT=LD,

HZHIELTIE, (D~Q) DEBRZHETLO,

104



<BMEE>
NNWFFY— LB BRI RBER RIGED DM RS
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1. 72 )L CoA AF L F —E(AOX) RIEfE
FERMMOSOFHEFRIET LI RHALUBED FONA . REDBNL2BRATERNSDBRITNROHOND, B
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[CMAT.HERICHFIEREZRD D, THEEFRIISRE (4~10 %) ESNTVEN RAEEFLROM-
T3,
2. D-_EEE#R(DBP)RI84E

FEAEDNFERPANMSDHERETEIrALURADIFTVNAZR DD, TDELITBIEEENEDHON,
—BIZIXRETANAVERD D, SHITHAFROEERES. Bik. AR -BEESIC. VLR —H—ER
AL OmEEEE . KRMFAX, R, SRBRE. 2OE. NEE. ENMEMGEDEREE(C. FE
KERDHD, <UL 2 FETITHRITTRET HH, FNIZ, $/NREADRE CRELRBZRT RAFBL
SNTHY, TOERKREIE, HEE, NNEESNLR, HARBIR REMEEELGLET EEREODESTEN
=01, HEORIZMENADNEETHS,
3. A7O—)L¥x ¥ 7 TOT A2 X(SCPx)RIBIE

17 B &YBEMRE, FREEED. /NMYEKRZEEL. BB MRI TRIK. FBIC T2 BESEEROH- 5 R BMH
BENMRESATLS,
4. 2-AF LT )L CoA St T—E(AMACR)RIEE

FLRHIICHTRER . BB EAS D RZEE LT H(TE. RAREDBREEGH 1 —ANF—ITRERRE
. HEREEEE T . TAD A REER. BRUEORELGELHEIZITHEFEET S,

BH&EMER
1. MARLAFIY—LRBEMORE (B¥H~—Hh—)
@ EBRHEEIEE

C26:0, C25:0, C24:0 %GEDEHAEIEEZEBE LT S AOX & DBP RIS CIIEREIEHEBEOEEERD
%, I AOX TR ZDEBEREMNLY . EHOBREBBOEEI/E—DELZHRIETHL, —A.
SCPx & AMACR KIBETIL., EITHRBAEHEEZEBE LT 410 BREEHEOERILRHEL,
Q 13U TIRA B BB R HEY

RIVAF Y — L B EIERTIET) RFEERR B O il X 35 ZE ) DHCA/THCA D 7> ¥: SHEEIAER O 5a #E
LIToTULVS1=8 . DBP %> SCPx RIBJETIEER T AMEMIZH S, F-lED R KL AMACR [Z&KY S{RIZE
BINTH S BERIEZRITDHT-8 . AMACR RIBE THLERZRD D, SOITTVRIVEBDORIERATHLT714
VBRLERT S BL. TV BIEBBICHET B0, T2V BET) RAVBRED S (IR ERFOERR
RISEEEET S,
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2. EI{&E2 W (B8E0 MRI, BBER CT)

AOX RIEHE TIXIFEA L DEFI TR, MYIZEBEREEZED S, F- DBP RIBEBZE DM MRI A5 CT T
(IR OREER . BE¥LEIE. FHfE. IXNZEHE. germinolytic cyst TG EFFRH D, SCPx RIBIEEE TIE
BEERMRIIZTHRER. 48, $REEZEIC. AMACR KIBJE CILMNERORRR. /MNIC T2 BIEBEHZELIERINHRES
T3,

3. BEMRRERU AN

AL/TOYMOREREEICLY ., BERIVNIDRIBERDHDELHDH, F1-AOX &DBP RIBfEEE HfE
DN —ERFZAVERERETI A5 —EEFEHRILAFIV—LODN BEIYVRE DR E
ZELTWS,

C A2 M
UTDHREZENT .
1. AOX & U DBP RIBJE
BEEMECER/DMEEMEIC. NLAFDV—LERERECRIRRAES AT —LEDR LA T
V—LJRo
2. SCPxRIBJE
HEEMIE,
3. AMACR R {81
SERMEAMRERERE. REEH - 1—ONF—ORECREMIE. TADA. FEEF. BRMEDRK
JiE . adrenomyeloneuropathy 2L 7 H LFHEEDRILA T Y—LIK,

DEEFHRE
1. AOX, DBP, SCPx, AMACR &I FNZLERE

<gmohTa)—>

(1) FEERRVERRFTRTHRA-IER,

(2) BEREBICHEMNERLAFOV—LRBEMOEREERDS,

B) A L/7AyrFEITMALEEICKIBRI/NIDRIEEZEDS,
BEZHlELTIE, TROFZIZIOQDWTFNNIEZET HEFET D,

@ L&, SHEEN)-QDEBEBREHLTLD,

@ BEBRDN)-QDEBE1DULICHEEELGFEENREINLD,
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<EHREHE>
TSRAYO—4SUERREBRREE RHESRTKEERMAAE2E!3E! Rhizomelic chondrodysplasia punctata
(RCDP) type 2, type 3 MDESHTEL#E

A fEIK

RCDP type 2,3 &% type 1 [ZH BT AIRM AR BERRIEDRKBERD S, THEHLEIAMEMOERE
MRAELEEH D RIKE R, EEER. ANE, EEORHESREEREET S, F-TREEBNELLERL
THULMS, BEERCREEHLTENBEED variant type DFHEELEHOND,

BH&EMER
1. M- AN TSATO—4,UEEDET

HAEFMICIE type2,3 LHITIEE - ME . FROMBRCRMEFHMBAFCEFLTIAIO—STUEEORDEHLE
Hb, —H. typel TIHETSZRTA—FUEEDF L LS, [15F - METH I ZUBOEMERDO 5,
2. BEFMAERNV-TSAYO—S UV ARRERZTEDET

RCDP type2 Tl DHAP acyltransferase ;&% . type3 Tl alkyl-DHAP synthase ;ETEDIE T 285, 1=1=L.
DHAP acyltransferase [& alkyl-DHAP synthase EDANTOR) Y —Z ML THBEL TLV ST, alkyl-DHAP
synthase AEHE D typeld [ZHLVTE type2 DR IEFEFH TH S DHAP acyltransferase JEEDS 15%FZEFHAP T 5
ZEMMESINTINS, T typel LIFE THS PEXT HY alkyl-DHAP synthase D ZRATHS1=6 . MERE
HDETERDS,

C A2 M
UTDHREZRNT .

EREREM DI EL TIE B RFER . FFITIRME LIS D chondrodysplasia punctata MY (T b, IATHIRFIE
FIEIZLDEER. X SRR RDEZWM AN EETH S, RCDP typel EDNFER LT ZUEEDETEAP thiolase DT O+t
VU TICEREEROGENIELY VI AR—H—EEEEOEN B REEHBOEBRLRDLENI LR
ZEEBTHEMICHIEARLEF DO Y—LNEFELTWSIELYAEETH D,

D ERFHEE
1. RCDP type 2 & dihydroxyacetonephosphate (DHAP) acyltransferase. type 3 [ alkyl-DHAP synthase 1815+
NEE

<EBWohTI)—>

(1) FEERERVERKRATR THRAF-IEE,

(2) MAPHEBOTSAIO—TUEEDET, T120 B BREBIERITES,

(3) DHAP acyltransferase & 7=1d alkyl-DHAP synthase D;ESEIET

HEZHELTIE, TROFIZQDOWTNMIZERETHESET S,

@ L DHEEN-QNERE®-THD,

@ (1)~)MDIEHE1DLLEIZ DHAP acyltransferase F£1=I& alkyl-DHAP synthase DBIGFLEEEEHDLD,
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<BHrE#E>
LY LfRDZIESE

A ERR

RAEFRIT77ADD 50 T, RERLEEE XL T LLHEBELEL, ZLOEHIELFHETHIMEER
EMEICKDRETRIET M. DNREICIER OO NN ELH D, SOITREBIEELET , ZTDDEEIR
(FHEEIFICREEE ., ER_a—ONF— BEHES, DEKHE. ABEETET 5, SOHITTREIRODHE.
AT R TIEFIBFET D RABREFNDFRIIFRT, HFHIL0MATTFRTLTEY. EEELTDLE
FEICEDEATENRLZ L, FBITBEETETHIN. RERD O R, SME ., BEEZEICETHR =2
—ANRF—POFHNET. RALGELRBRITEKT QUL IV LR OHRELH S,

BH&EMER
1. MepT432 8O RIE
MIFIAVERITBBEDEZENKEND, ZLOEHIT 2004 M LU EFTRT , F-TVRIVEOEMIEEED
BNz BRFISAELTI 2V T RAV B DIEMERER T S LLEEICERTH S,
2. BRI INY
MM DB L EEDOLENGERIV /NI DEMERD D,

C R EZ B
UTDHEEEERNT S,

HIRBERE M. #EE, AREDORBEHRESO/NEL. ABEC. D 9VBOEREROLIRILL
#t/\j_-burﬁo

DEEFHRE
1. PHYHEGFODEER

<gmohTa)—>
(1) FEERRVERRFTRTHRA-IER,
(2) MAT12FEDEM,
ZHIELTIE, TROFIFQDWTNAMIZZLT IEFET S,
@ L& ZEWEEN)., QOEEFHZTLO,
@ PHYHEEGFEEMNREINTLD,
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<BMEE>
REME L VBRIRE | HOZMELE

A ERR

FAE(FELIREALY 50 METHLNDH ., FHL L DAEFIFSRELARTIZ, 90% LA EIF 25 BFETICREHERED
HAMERTHL BB CREZEMEIR TRET 5, TOR. REFEEEZHEYVEL, BRKILE. BXEr#E
ILT. [ZEALE DEFI TR DB LIKREICIHED ZEEFECTORKZEBRELTIE, O RAICEHE,DS
BAE2T,. QINEIEEHRICREERBHEENSETET. ORAICHAET. OBBEEZOBRT. G
RIEELYRIERC, BESIKITES,

BLUNDERTIE., BEGWEERELTOFERANDY 2 IBEAIIL Y LB IZEDREIRNEF O . KRE
DEMEEDOERDFHHE HHTD, SHITERICHELL-BRECRIRE. EOEE . RHEMHZES. BX
ZIZEIRREELGEAADND,

BREMR
1. HIEZFHBRE
FRepo o J)a— )L BEtE. MPS a1 IBRECEMERSOS, REES S 1 VERE IR TIES )
—ILEE DR HEHIEMIEERO T, L-7 ) VEED R R HE#IEMER O 5,
2. Bxrao—
3. FFAERRICKS AGT BERFEHDRIE

C B RIE2 1
UTDEREEERNT S,
BYIRI RIEFERE. BRIRILEE,

DEEFHRE
1. AGXT BFDEER

<gEohTIV—>
(1) FEERERVERKRATR THRAF-IEE,
(2) RS aVEE. J)3—)LBEEHE, MPS 1 IBREDER,
(3) FFAEMRICELD AGT BEEEMDIET
(4) AGXTBIGFERZRD D,
ZHIELTIE, TROFIFQDWTNAMIZZLT IEFET S,
@ L&, ZWEZEQFIXGDIEBFm-TLD,
@ @F=IEM@) RERTEMHEIVQDIEBEZHE-THD,
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<BMEE>
THESEIT (EHES—EIMIE) DD AL

A ERR

ZAIHDHITHAERICHKIET S ARIEETHFEET 5, ETHETHERZBOESHN oEEBRB SR DR
H. BREICETETIIEESNS. BEREREEOERESETHS, ARLIFRIC G EFETIEIORRED
WEOCTEMEDERIZKY. RIEEFMERICHDEEZALN TN, FEBIZEWLTILBERIEKFTDE
M. FEICKBEIETRIUGELH D,

BREMR
1. MApHES—EEEDRE

MEHNBEIL KR TEBRIZEDDICELYLARELEN MBRFDAES—EFERZAET HL2LD, [T
EAEBDHIRITNIETHES5EIT . 5062 E . BELTUONIEERDEZSEIT LTSNS,

C B RIE2 1
UTDEREEERNT S,
HEITHIEESEORN L., EERR

D EIFHIRE
1. catalase :BInFDER

<gmohTa)—>
(1) FEERRVERRFTRTHRA-IER,
(2) MHEHFS—EEZEDIET,
ZHIELTIE, TROFIFQDWTNAMIZZET IEFET S,
@ L& 2HEE0). QOBEBEEHLTLO,
@ catalase BILFEEMNREINF-LD,
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<EEERE>
modified Rankin Scale (mRS) . BFE-X&. FROZTNZENDFHERT—ILERALT, LWIFhhh
BULERRET D,

A A filimodified Rankin Scale (mRS) & f#tE:

modified Rankin Scale

0_  Fol<EEARN
1_ EBEEDH - THH L REEIT R
A OEDCTEBNIAT 2 D
2. REORE
FIELARTOTEE 23 3R TIT 2 5 DI TRV, B DH D
\Y Oz LIIB LIATZ %
3. WEEORE
A BONZ LI LT 528, BTN LIATA %
4 hEEENSEEORE
BT R ERIZIIN IR LETH D
5  HEOREE:
Bl REERRE, WICh#EL ST 2LEETD
6_ L
H A A 2 il

BE-XE N

0
1
2.
3.
4
b

FEIR7T Lo

BEITTNER
BRER S L OB & bICRVRETH D
BRAER S L ORI H 225, FELREIDBIT-> Tz
AHIEBICHIRIZ RO RIETH D
FERELARII 2 HAT » TO I HERCIREICHIRIE S 5723, AFE

EIZAS L CWAIREETH D

B0 ALl A A Lo s 72 Slid B & LB
LT DN, MESAT, BFE, B LARLOMRE, M Ll
WIF B LT E L WIRIETH D

WEAAT, BE. HIELRBOHRE b L SITiINBhE
WEL T 50, FHf R IInE L LAaWRETH S

WIHEDON B2 M & T HRETH D,

KICOE 5. BEFENECELRVREDERNH SN, HRETE - BEAFICKERL,
BYMEOIRYL, BERHOBEDIXREZVLELT 5,

BE - RBEEMA IO ZEET S,

WG EROMNREER (REXRE. POBIRRELGLE) Z20EET D,

EEMICEROMRBEREEL TV,
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R (R)

0. fEMRITL.

1. MEEQETEENMRIETH DA, HEERE - BELFICXELL,

2. MREFOEOHICBEDRINGEDERLH S,

3. MRFERABERDIGIFIZHS, HAHAVFIEBALGENBELETHETRIUINNEL S,
4. BEORSIHDSVFHRHGBRIHEBEEFRANIMLE,

5. K[EURSH VRN TBRIHEEEFRANMLE,

KB, JEROBREN L BEIEESIESE T ELU LY LARAWETH L), BRERZGET 5 Z &0
MBEERFIZOWTE, ERERORNGE L35,
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3—23 EIFIRREREIETIE

1. #§}E
B R IR EE R T iE I . BI B IR AR AL E > (parathyroid hormone: PTH)5 iME T IZ & D PTH {fEREEH
HIEAILS ) L(Ca)IE PG MMEMNERSN ., EITIE Ca MAEICLHERI BB LELEDIEETH D,
2. [R&HE
BIFRIRBEEETREORRAL., E-FEE. EHMFME. AFEYERER. RERERELGE . ZRICE
%o
3. fER
& Ca MIEICKDHAREOFRLGENLUNRKR-BERE., 74—, RS 2 5 TN HELLLHG
ENZL, CNITMA, BRECKEEERORIKIL., 15D, FEAR. KECEEZDEELGLE . 2¥L
ERZELS%,

4. BEE
TFRAZ—POLBEESLEIIHLTIL, FILaVEE Ca DEIRRENTHhNS, BHEDEAEICIX., I

CaREZ LRIEL-HITEUREAIL D, WEINELLTHERAINS, CNITMA. Ca ZFIAGASIN
BIEENHH, ELINLDREE, FBRICEDCEEETIINC, & Ca MLEXE Ca R, BA KL
REBHER . BREEEELCEDEETEREERT HH5ENH 5,
5. F&
BRDABEICKY. 1 Ca BEEZLRSE. TA-— VL2 BEEEFHT I LIEHLIEETETHD,
2L, FRAGRBEOCBEEETICES Ca EREOFHVLELEIZ&Y ERNSEETE560H5, =5
[CEBRDESIC BBREICLIEEEZNBBLLEDEHEELH D,
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O EHOHEICHELEIE

1. BEH
#7900 A
2. RFEOME

FHGEGCFEEDEATH. ZLEGCFLEEN PTH D REEEERT IEF EITFHEGEEAZL,
F- FR AR P RIREEIE TELIEENSEEBEDRRIEASH TIEAERL, )

3. MRMIBERE
KL GEMREASY D, HEIN. ABRICALLATLS, LMALKARIL. BRICE DCAETIFAL,
LIELIEE Ca MAEPBHEERETLENDEEBENMBELLS, )

4. REIOESE
DERETDEEEFHL. ABREPIT HIEATELLY,)
HY

S
@
i

E;
BEEESBERAVTHHFEULEZRRET D,

fiE

g
N

O fA#EHT

BARRSBFR

114



<BMEE>
Bl AR AR BE AR T 5iE D 22 B B #E T Definite, Probable ESN -t DEXRMRET B, =1L, ZRMEIFR KR RE
BTFE. ¥7 20 LEFEIZEYBRT HIHEER

Bl FKBRE REIE T AE D B2 BT B 28

A JEIK

1. ARBEAPFRELZEDOLUN, SEREE
2. TR=—

3. &K

B#&EMR

1. {E Ca MfE. IEEF/-IFH M
2. eGFR 30 ml/min/1.73 m* LI E
3. Intact PTH 30 pg/ml K&

<EBWohTI)—>

Definite: A5 1 IHE LI L +BMD5% 3IEBZM-9ED
Probable:BMD>% 3IEB -9 £M

Possible:B M55 2 IEBEZMmT-9£MD

<Br4IEE >
1. ZRM4EIFIRBR AR T iE
ZREICEIFRREEEE T AR TERIIUTOESY
-SRERF MR
- TSR BB 5T 1%
-EMEEDRE
-AFESEE
ATEHOTE—T R
L OIWINZ
-BARORFE MR R KRR RETTERE B4R - —@)

2. RTFRVILFRIZEYEBET 556

BT R LMEZRHDIGEEITIEREB YT R I LFICLDHERETV BT R Y LAMNEDHRE
[CHME Ca MEAEERT HIGEICIE BT RV LMEICH T HIAREMRET D,
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Mm% Ca £18.5 mg/dl RiBDHEE., ECalfEE T B
MmE7 LTS A 4.0 ¢g/dl RBDBEICIE, LTFORICEBRHE
CafEZRALS,

#1E Ca (mg/dl) = JHI5E Ca (mg/dl) + 4 - Alb (g/d1)®

< 3.5 mg/dI" miE) > 3.5 mg/dlV <

< 200 mg/day? FReh Ca HEitt 200 mg/day? < < 30 ml/min/1.73 m2| RERGKEBE |30 ml/min/1.73 M <

BiE® Ca FRIE BHrEre

o B /BHILEFRER 5 < 30 pg/ml Intact PTH 30 pg/ml =

4 (E| |sworth-Howard | &
< 15 ng/ml¥ 25 (OH) D 15 ng/ml < HHERT D cAWP
Heiftt U
Go 1. 201 Y PTH R 212 BERTRR | [ Breaegm o
a BRI AR T BRAE(E T aE BRE(E i
< 60 pg/ml| 1,25 (0H) D |60 pg/ml = 12 I

la® Ib &

E232D
RZ

1) SLERTIES5 5 mg/dl. /MNRTIF4.5 mg/dI 2B,

2) MNRTIE4 mg/kg/dayZRLND.

3) IR TIE, M:F25 OH)DAYS ng/ml ZBZXTLTH, EASIDRZNEETERMEENH D, COLIHBEITIE, FTEXI LDOB/ELNBMO N5,

4) BIRRKIRFHRONBAERS . BUAMBES. BMER. EXT+ X7+ 12— FREDERNETFN D,

5) |MESh TV SHERIRRIRBAEETEI[RBECE. REAEREZH# SHCREREICLLERPOFNEFA TS, ChonCaRHITHET SREEHS L
AERIRRIRBAEEETEI  RBESFET SN ESME. HLMTIEEL,

6) VIUBMEENTL— MR, BCaREEZEILSETITI+ U LCaRELZETSE 5,

1. € Ca MEDHEA 7 A—F v— b

e 5 WEEN, MIUGES. GORE. AFEEES.
Ui — | CRERPFRBBREETE | | A0 F—UR. YaLYUR.

BAORFBIER PRIV A TTESE (HER, —i@)
#®
] 1)
B{XRR —> DR, EREE —)lDiGeorgeﬁﬁﬁ (188400) IlllIIIIIIIIIIIIIIIIIIIII 22q11.2
mamae. wann s e e e e e G 105
= RENE. MERAEE. H thyroidism-retardat ion-d hi _
i —> |oyndrone (RDSEIEEE) (241410, 244460) |' wemremmmnnennn(TBE ) tat2-o83
1942 - RAEME — [z FaL FUTHEETFES (530000, 557000, 609015)|smmnnnnnnn
A4 2
£ "
BLR %o;gwa%q ———[ EMemE | — | FEEIEERRRRBEEETE (146200) | mmmm e nnui(CASR ) 3913 3-g21
|]§§§1‘${5Mgmy’ﬁ (248250) Plllllllllllllllllll 3027
i3
[SRAE(E Ca MAE % > Mg ME (602014) |=wmnmuunun %22
= [ miEtemstal s RambaEiE TE (146200 |-.,,”. L LELEELEEEEEED 3q13. 3-q21
lll... ; 'l:-----.., 11p15. 3-p15. 1
uy
|x%ﬁf$i§ﬁ§l]$ﬁﬂ§%ﬁﬂ&Tfﬁ (307700) |lll EEEEEEEEEEEEEEEEEEEEEEEER Xq26-qg27
v
£l
ECagfl | —— > [OCREEZRERS BT LE | 2 (240300 k=ssssnnananannanannnnnni(ARE )21022.3
,,ﬁl [CASR =34 B E ALtk |
-l 3)
ElemE | —>
" FRREBEFORIC, R2BFKLEOMEERLTHA.
o 1) TBX1 B{nFZEEN. BIFRIREREETECRRETH SN E I MIEREE L TR,
— 2) HERY, HIVFLRMCRELTLTSH, DNEHUBRIZZH I DBENH S,
[ #rtmeRBueETE | 3) Mg RZEEIE. PTH (EFIRE N 78 PTH M 5 BAMD 5.

4) BERRETRBREETEE SRESWARBOTL 5. REF-ARE. RENERSNELOLEILNE.
2. PTH A RMEEIFRIREREE TREDER 7 0—F v — k
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<EEESE>
TERZAVWTHFEULERRET D,

FERIRICKY. 2FESND,

BiE: ACFEEEZZROIL00.BRREEECTIZ—LLEDEREROT . A
BEBICKEALL,

RS {E Ca MEERH. LUNEEDBRREERS . BREECXEN DD,

EfE: K Ca MIEZRH. TE——PEELGLEICEY, BEEFICELVXELSD
®o

XB, JEROBREN RO EEESHESE T EL EICEY LAWE TH L0, BfEERA2 kT2 2 &R
MR ONWTIX, EREERORNSRET D,
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3—24 {AMERIFIKIREREIETE

1. #§}E
Bl RIRRILEY (PTH) DN IEEEIZH MBINTWSIZEM M H 5T PTH [T L TEEMMERBAEREZ TR
L BRSO LME. §YVIMEGE ., BIFRKREEETELRILESGEREZE T HRETHL, At
BRI BEIE TEICA LT SAMEEHE R P XA T 14— (Albright hereditary osteodystrophy: AHO)
ERZEHITIREZ L E, GHLEVEDE b BEMES, Z0MIZIc B, TROREIRIBINTLD
M Ic BORDEEENEILINTEST N RIEMILI-EBELTHEET SO EEMHEINA TS,

2. &R

PTH DZBATHSD PTH/PTHP Z &K (PTHR1) & MRSV FILRER DY A1) 9% AMP (cAMP)
#4595 adenylyl cyclase (AC) EDREIZNTET D Gsa /NI DFEHBETNARETHSD, GsaF/\D
Z0—F9 % GNAS EBInFHEBITER G TV TV TR ERZ (T TS, BEETUILD Gsa Z/N
DEBERBETIILD Gs a A2\ FEBIMH CITHEBFRELHY . ZLORILEVZNMEBTIEIZH
KTFTVILDERBENBLTHA-HIZEE Gsa o /\UFI—KFKTHEEFHLBMSHELI-EEIZIFAIL
EUEMMEEE-LAME R RIRBEIETIE la 245, — A BE Gsa 42/ 0EI—F T 5 EEFH
KOS HELFEEICEFIERILEVIEREE OGO AR MR FIKIRMEEEE FTRES S,

Ib BTl GNAS EBIZFIEFED DNA AFILIE/NNZ—VBENALN Gsa FV N\ IFKBEEDRTHERERA
THAHLHRINLGD . TOEFIETHATHS,

3. fER
BAILD D LMFEIZKDERKE. ARBECFRGEDOLUNR-BRERE. T4=— [REEEE £ K5
HMEETHD, CNIZMA. BREOKINEEZOE IR, 15D, FERK. REVCEZOERELLE. %
HIEIREZEL5%, PTH USNADRILEVIZH T HEIEEZLOTEGNNHY . FIRBREREE TIE . 4R
WEEETEZAHITEICEAHD. AILTIAMERMEE D XA T 1+— (Abright hereditary
osteodystrophy: AHO) DIE{EZ & 69 5, AHO DIEREIE. EFrER T B1E. EiERAE. FREETR. B,
BER. MEEEETHL.

4. AEE
BEHILODLMEITRLTEERESIY D HRE5IZKYAET S, TSH HinTEIZ &5 FIRIFEEEEE TE
ST ABAICIERRERILEVEDMFEEE. GHRH EHREIZEIEERILEVDBFALEEHT
BEEICIERERILELREETS,

5. %t

EMRESIY D BRE5EMRT HCETEMLY D LAMEIFRESNINIZESERIKXIRIFHAEEHH.
BEIGEAIY D R 5L DRBHER. BREEETINBRICELEIEHELLDIENH D, LTI
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BIEMEEDANOT— XTI RTOEFIZHLNDRTILEIERDEELSHRTHLHA . BFIERT
BIEEFRAELEML, RESITEOTITEBHIR., EFFROREEL S SAEBITIER LS AL T5 A
WA B —BMLICBRET S EEHDH MEREDEELSHRTHIM . RILEVHRBEICEOTIIH
ELLGVBDEEZLNTINS,

O EHOHEIHELEE
1. BEH
#9400 A
2. FIHOHE
TBA (GNAS BIEFOEENTEENTS)
3. MEMLAEAE
KL GHEBREDHTHS)
4. REDOES
WE
5. BHiE%E
HYRILEL ZEMERECET 2 ATHEID
6. EREENE
EEENEEAVTEERRRET D,

O fA#EHT
RIVEVZRBHKBEE(CEHI BRI
FERIELRRE 2HEAE BIIER
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<EEEE>
Definite. Probable Zx{& &9 %,

RIVELVRBRBERICEHI SAENRTOZHELE

A JEIK

1. ARBEAPFRELZEDOLUN, SEREE
2. TR=—

3. &K

B#&EMR

1. BAILSD LM, EF-IEE) 2 ME
2. eGFR 30 ml/min/1.73 m?2 Ll Lt
3. Intact PTH 30 pg/ml LA E

C R

LTOEREZENT D,

EA3X2 D RZHE

* I3 25 Kig{b B4 X > D (25(0H)D) 7% 15ng/ml LA ETH-TH B OMRAEFT R THH Z &, 25(0H)D
23 15ng/ml KfHOLEIZITE X I U D OMARFICLV EZ I VD AR ESHZOBICHRAEZIB IR 9,

DEEFHRE
1. GNAS Bz FDEE
2. GNAS B FDERFEfEI 810D DNA AFJL{LEE

<EWohTI)—>

Definite: AMSHI1IBEH UL +BDTRTEE-LCOER T ARESEEBZRNL. DOWLWTNHZEH-TELD
Probable: ADSH1IEB LU E+BDIT R TEE-LCOER T REHREZRINLIZLD

Possible: ADDH1IEB LU E+BDI RTZEi#E-T LD
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<EEESE>
TEREZAVTEEZNRET S,

B PTHEREIZKDEDILY D LMEICKH L TEMEEZDELT HEIC
mZ. BFMERT AL, EIEAE. MEEREFICLIYBEEREICHBLAH LD

0)0
P PTH EHREICLDEHILS D LMEICHLTRMEEELELT DD
0)0

B FIEREDELLGVED,

KB, SEROBREN L OBEIEESIESE T EL EICEY LARAWETH LN, BREREZKGET 5 Z &0
MBEERFIZOWTE, ERERORNGE L35,
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3—25 BIBERBERHRILEDARIGIE

1. =
ACTH FIEIE. RIEET OV MMM LI-EBEMATHY . AXREDERICEKY. ¥/)Laa)LFa
ARTHAALFI =L, BLUVRIB7ORAS O THATERAIE7ZRAXTAY (DHEA) &EZDFRER
B THAHTEROIE7URFORTAYHILIT—F(DHEA-S) Db N EFRDBHEE U TIIEHEMIZET
FTEHEMN ESRTIILANFAMRTHASTILVERATAL D BIERI-NTWSIKETH S, ACTH FIGHEIL. &
JREE (alacrima) . 7HATY 7 (achalasia)E & H T HIEMHY . Triple A FEIREE(Allgrove FEIRED EMFIXN D,

2. [R&HE
ACTH RIMEIZH T HEBIEFEFELLTIE. ACTH ZEAD MC2R BE | ACTH ZBADERMEILEIC
WHEL MRAP B8 SO 2 K1) 7 ® nicotinamide nucleotide transhydrogenase(NNT) +> TXNRD2
(thiredoxin reductase DEEH ., —EBTRITEIN TS, Triple A fEIZEE(Allgrove FEIXE)IZH (T HEIE
FREELLTIE, ALADINAAAS)EE A EIE SN TS,

3. fERK
it HEAR, BFRIALE. & MBELETRET S REFHAIIEICHERPA~IYRATHLH.
FEIG>THORETBHLH5. HERBENEE - BELTILEHD. GHNICEEREEZETSHE
FLL\D,
Triple A fE{Z % (Allgrove SERE¥) TIld. ACTH RIGIEIZHERIE (alacrima) E7 AT 7 (achalasia)z 5,
FHESREET. BEES. HHET. ESKH. BEBEESLENAH#LNS,

4. BEE
SHEIBTRLORERICE. LI FIAIRDEROINEHTE., KDL OHBALETHY. A
BONENANIEERICHI DD, TORIEECHEZY T IILIDLFIAIRFOBRLDLETH D, ABRIE
BIZEo=%1. BEGEDRAMN RIZEHSNEBICITBEIB A2 EFRILTEEDREICHRIZEADH S
= ARLRBEIZIEY LV FaAIRORREFZEE D2 ~3ERAT 5.

5. %t

BB HEDORERHFTELEVDOT, EECHOEYTLITLFIAIIFOBERNDLETHL, BYILE
BEANMTOANEFRIILEEHRIFTHS.
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O EHOHEITHELES

1. BEH
100 AR

2. RROWE
THGEGFOERELGENTEIATNDS)

3. MEMIEEAE
RMES (IRARREEELL)

4. REOEE
WHE(EEICHEYS a0 FaMROHERN/NEELD)
HY (ARVIIERL)

6. EEENLE
1) ~3)DVThhEHTIOERRET S,
DIMFILFI—ILDBETERDS]
2)ARRBANDREHET]

)AL DEIBEFEERLHS ]
4 RTAO/FEEMICHTL TS E)

TRIBRILEVELAREICRETHREMEIL
HEMEE EILIREEERAR I —MRMIFATBHARS ERNIDARER BXRT
(MEREKE EBRERKZEZIHNS - EREAT 23T 03 802)
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<BMEE>

EEFEXNRET S,
BB R BRI ARILE(ACTH) IS IE
1. BRERIEIR

1. BB EER  REREHERADOEANAETEIESETHS.

HELDET ., AEBNT R, B, BiK, BHES. Lavins,

2. 25 OBFRILE

3. MJTIL A FEIRBEDIZAIZIE ACTH FISICMAERIE. 7THIL 7 FHEDHREDENEZREEDELH
BSHMES,

I ®REMR

1. ALFY—IL BIB7 RO DEEERT

(Wi JLFY —ILDOETE

QmPEIEHE7 Fas  DOEE

@)RPEHIILTF —ILDIE(E

(ACTH ARIHARICE T2 FY—ILORIGHEDETE(THEL
2. fi$h ACTH D E1{E

3. MIFFTILFRTOVIIES., ML _VEEFLISEEES,

Il BIEFH
MC2R iZ{5F, MRAP &{=F. NNT :8/zF. TXNRD2 BIzFENESE
R)ZFIL A fE{EEE(L ALADIN B FEE,

V. BRSVIEHE

- Bl B K RS BUAE

- 21-IKER L B SR RABHE
R RA R B EE

(GE1)MC2R(ACTH ZZ&4K). MRAP(MC2R-accessory protein)ld ACTH ZZBIALAEEERTHER NNT
(nicotinamide nucleotide transhydrogenase). TXNRD2 (thiredoxin reductase [ZI+aFUT7EH

HEF:IOVTIAAVED, TDITRTELV M OVWTIAIDIDDERFEEEH-TID
FIXHEEF:TOVITIANVEDE LY IDTRTERBTELD
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<EEENE>
AELEENEFTINTEY. N DOUTOIEBEDSL, DKEL1EHBEULEZFE-TLDERNRET B,
DImPa)LFI—ILDIETERHB]
mepa)LFY —ILEREE 4 1 g/dL K
2)BRABRADRIGHEET]
HE ACTH B FR(250 4 g) Tt AL FV—ILD RIS 154 g/dL Kb
) MALHIDEIBFRELERLHD |
UTISRT KGRI DRIBAREERNHS
MG BRRILE
- FRET 5% UL DEERFD
-{EmE
-fRE
- & M #EAE K
SHAEFREK CERD . B E)
FEHER (BK A BIR. ARGLE)
-Ei g
-BE 1 FHICENRIBEREFRSERICEOIARELNH D
4) [ RTAMRZEERMICHIELTLNSE]

Mgk, JERORREN FROBEELESEF C—EL EIZEY LW E TH L0, mHERERZ kT 5
T ENRERFIZOWTL, ERERERONRET D,
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3—26 E43I2 D EINMEL<SHE/ BEILE

1. WME
Al AR MAEHEL<SE - BEILELIFIENDEETHD, CD55. R EHFAEUAICRIET S
3DHE KBDREMFATNS SR BHILEIX. BEREEEZTFHHMETHEET, FTiLDERKRIZKY,
EEEEDQOLZEEICEELIS.EASV D RZMHLHFE - BHILELIFELRY, RABEAIV DK

D= DA A

2. &R

HEOHMREICEY.EFIY D ERMEHHE - FEILAE D L <&, M FHMAaBIERF 23(fibroblast
growth factor 23: FGF23)DBEIFEAEIZKDED THAIENBHLMNIINTET -, FGF23 (&, BRHEE") >
BIRIRE, M 1,25-KEIEEASY D BREDQERTEZNTLBE) RIROIIGIZEY ., M) ViEEEE
TEEERILEVTHAH,FGF23 [, £BMICIEBTEESINDGLDEEZOLN TS, BIREDESIVD
ERMCBAETIE VO DEEBEFEBICKYB TODFGF23 EENTTET HENEEZLNTIND, =12
L. oD REBEFEENEDLSLHFIZEY FGF23 Z{EELTLSMNEIFRATHD, Tf=. XM
E4I0 D ENMMERILEORKRNERETHSHIERS B AL AE TIE . PMTMCT(Phosphaturic
mesenchymal tumor, mixed connective tissue variant)’:& D BREDEZE KLY FGF23 MBEIEELEIND, Z
DIZEEIZH. [BEIZKS FGF23 BEIELDEF EFHATHS.

3. fER
EAI2 D #ERMCHRETIE. O I X HIBEDBEER . RRIES. EHOZE/. 5855 . KRR,
MBS, BEERSELSS, EASV DENMETILETIE. HAETOEREIN EHELDS, BULA
ENTHONEWE, ZERALHNETHS, EAZD D R EFILEEB IR RIZELEYEL->TLES
BELHD.

4. BEE
YO BIR|LESRE S D, HAA, FHEIN TS, =1L, ChSIERICEDCGAETIHEL, F=TF
FOEHINY O LMEREIZEDBHEEES, Z MR FIRREETTEELEDEEERZMNRBBELS
BALRHS,

5. %t
WEDABEIZEKY ., EASV DERMKAFREEOREBEEXHIEERETHE0N. RARLEH S
RETHRZBENSZ., T BICTHROBEROTLLEHIEIEIRETHS, EFSY D HinE BE8ILE
BEI. ABRIZEYBHETOBRENIRETIEENZVEDOD ., REZXZDIETELRWEENRETH
3
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O EHOHEIVELEHE

1. BEH
EEHBEARILE ZEUEERICEIIMRMOLERAELIL . KB TOEMBEESZ 117 5
(95% CI 75-160)EHEFE SN TLVD,

2. FIROWE
TEA(ERD XS, FGF23 BEIELEDHF FTHATH S, )

3. MEMIEEAE
REESL (BB EEMREII D, WEINERASINTLDLOD . RBREDCAEETIEEL, )

4. REOEE
B GEIGHEDLBRE TR BY D MIE (T EE#RETT 5. E4IV DIEMEBETILETE. lREEZDIETE
BWNEEHZLY,)

5. PR
HY (BEFBERILECZREBERBICETIMARE. BANDHZESR. BABRBMESOEET
YERL. )

6. EREENLE
EEENEERAVTHEEULERRET S,

O 1EHIEHT
TRIVEVZABEBERICETHAEME
MERETE MIWLEIERKE T FKREE

127



<BMEE>

TREDRWEED, DIMFE LB, QFGF23 BfEZiE-9 . FITIEXAI% 0 FGF23 BEE) v IjE S REH SN

TWBEAZY D M DR BRILEZHRETS B,

(RZHriEEt]
0<%
KIEH

a) Bl X SRETOHREL(BRIHDRMEM , X BIRRDIERLEILLD)

b) &7 ILAH) KRR T 74—+ MIE*

/INEH
c) IRV MfE*, F=IXEAIL DD LMMFE
d) ERFRIELK

O fill-X Bz E D EER . HEHOEM, BBER. KRMOGFHR. &SIk, BEER

DLWFhh

*FEEICISC-REBEERANTHET 5,
BAINS D LME MBFHILODLWIEME 84 mg/d LI
AAAEAIILH L 21 mmol/l LT

BV MEEHIES DD FHADEEEETY ERETOEEZEEBLTVEVD T, SEETHD) .

&) AE CRUEMEUTEE) U IEESHIET D)

1 R 4.5 mg/dl
1R in/NEE 4.0 mg/dl
BEIALUBHRAET 3.5 mg/dl
=7 IWAYKRRT7A—E MIE
m;& ALP 1 R 1200 IU/L WA E
1 mh /N 1000 IU/L KL E

BEIDOEKINZRE 1200 IU/L LA E

1) <%
AKIEB 2 DL/PNEB® 2 2%H1=91D
2) <HmDEEL
KIEH 2 DE/NEED 2 D205 1 DEH=FTID

=L, TEEDRNBHEBZERT H&

E232 D RZHE.ERI DIRFE1E., 2 B BERRT72—CE. BRHInE

HREIE TE . 1R F KR REIE TIE
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@ 5 EHLAE™

KIEH

a) BUVMSE. F=IXEHILS D LM
b) EBEERTIAIKRRT7E—E MIE

INEH
c) ERPRAEIR
BHAOET. T3 ERE
(FBAETORE: LODAAEMENSILE EANGL, BEEREARALRE)

d BEE

FHEBRANFHENYAMOD 80%K i
e) EIRFTR

BUOVFT ST —TOMHREBLEEADZFKIYRAH, Tf-IL8H X RIETD

Looser’s zone

1) BERILE

KIEB 2 DL/PNEB® 3 DEHAH=91D
2) BEALFEDEELY

AKIEB 2 DL/PNEB® 2 2%H1=91D

PRV REKE
BHARE. EOZEBEGR. SEMBHE. BHEERSE. REMR FRIRMAETEE

KomELTRIELI-FEHIIL. <BRmDEZMTEEHIZEL S,
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[< 5% - B#1EEE]
{E{E HEAEER
miF" >
30 pg/ml&kiE |30 pg/mlLlE L HY)
FGFZS## BIRILEE#EL
T HEEDOER
L Hl)
JUERTRE. BERRES FGF23R8:E
1§ 1) v MiE E-g- il
T oRZ 20 ng/miski# |20 ng/ml L t¥
25 (OH) D¥#
Ht Tl
EAER. 73/ BRW,
B, E%3UDRE, BHEE
FTYR—VRE A Motk
27 A ERE, 20 ng/ml sk [20 ng/mipL ¥

T MR, BEREEE

FUR—LR, Bl 25 (0 o

EiE | &

E43DRZ. 1,25(0H) 2D
S o

E#% = D | |HHRH.

IRFEFREIE | | E2 S UDIKTFAE2RY

130

HHRH: hereditary hypophosphatemic rickets with hypercalciuria
¥ PILZZOL, IFFAR—FGE

#¥ AIRRAT7I K, PFHREILERFIIL, MLTOBEE
okl DT ZIEAU AU, UIT7UELURRE

#MRTE, FYBETH-THL DFROREL LD LD H D,

#H RIERMEE.
H E2 I DREMEARETCLRHONLHELNH D,



<EEESE>
TERZAVWTHFEULERRET D,

FERIRICKY. 2FESND,

BIE: 4AEFERZEROIL00. FERCARES. HAETLREEZRDT.
BELEFICKELNGEL,

FEE BERPHRES(-25SD N5-2SD OR). HAET GITRE) . &5
(FERFAIOER LZEICKY. BEEZEICKENSH D, BHIL D LTEIC
LAFABEOLF TV NA. B X RICESBITE. 2 RIEDOEIFIRRE
BETUHEESE

BiE:  BEM(UROBEEEZHD) PRREE(-25SD UT). HAET (3Ib
EANGL) . BEGEBFHR) GECKY, BEEFEICELVXELHD,
SRIEDEI PR RRERETTHEE

MARB, JEIROBREN LR O EIEE NFES T U RIS LW E TH D0, @EfERERZ kT 5
MM RFIZONWTE, ERER OGS E T D,
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3—27 EARZIY DIKREMELSHE/ BEILIE

1.

BE

ESIY D KF LSRR/ BEILE L. EAIVDIRFEL DO GEEEICRARESID D ISR T SR
HERILDSR(BHILIE) S HRET. EEBENDEAIY D TEZTOERNF R I HRETHD. B
EERBDAURNIZ SRR, BALD D LIIEICKDTI=Z—RIFTVVNATRIET 5, BED 25
fIKBIEEAIY D 1 o KB IL B RERF(CYP2/BND R FHRERICKYESIY D FHHEAEES
NBE A2 DIRTFELE 18 (Vitamin D-dependent rickets, type 1:VDDR 1) &, EA32 D 2 RKAEIEF(VDR)
DOFEHBERICEYEIIY D DEANEEZTINHEFIY D IKFAE 22! ((Vitamin D-dependent rickets,
type 2:VDDR 2) [ $ESN B,

2. [RE

ESI D KFFAE15Y: 25 fIAKEIEEASY D 1 a fIKEILBERELFOREE . EXID D (KFE2R:E
B2 D RBEKEBEGFORED2DIZH TN, LML EFHERERID D OBREREITERIZEYELD
5L, BRBERT HHNHAHIE. 2HDEKRD—DDORBITHBENATHATABEN LGOI LLE  #F
AT RN ZRESN TS,

3. fEK

4.

BEEERSHBLANIZ LBBERROL EAILSYLMEIZESTEI=—OFONATHEET %, T,
B> MmfE., & ALP MfE. & PTH MEFE T 5, M 1,25(0H)2D DEE (X, 1B TIXEIET., 2B TIESE
EEHD, 2RI TIIREEESIENSL,

aEE

EAXIY D {KFFAE1EY

AEEDESRIY D B E5IZHEIT 5(3,000~4,000 EAEAI D O 4 BEROAEICKIGLEL) DITxE
L.EMRERIY D ZARICAVNIEEEETAEREIE5%, 7ILI7AILIR—ILTHHEN 014
g/ke/B . #HE 005 peg/ke/ BRRERET DL BHICIBAILL Y LEXEML, 2-3 H A TEED
BRROBENALND,

EAXIY D {KFFAE2EY

BEOEKRIFUHREFIID D DXERSTHSH, VDR OFHETOREICITESNEICEND DT
O. FTDRLEEFSFEIEFTHD FHRIDENLIDLMEICHLTIE, LSO LEZRBFTHRIZER
54BN H D, FBPICEREBIAONDGENHD,

5. %t

BUEEROBEGEIVLET, BER. BER. REGENFHRITIEELNHD. BRICKYEHNET
BRARETDEENZEVELDD. REZHILTELGWNEENFRETHS.
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O EHOHEITHELES

1. BEH
100 AR

2. RROWE
FHERSIY D OFEHILORELRZIMDERE (ZRBAREE) THAN. BETODAILL Y LIRINE &
UBRR-RIRIC, EASY D IRFHEDOER S EIRHRFIEDE S L HY . Z D MBI EBAIh TV
LYo)

3. MEMIEEAE
REEM GEMRESIY D, REAIEAILL I LEINERIN TS, —EBOAEHITIE. FEIKDHEIZZ L
DT, KYRLVAEENWE)

4. REDOEE
DE (REZPLETEGMEENSZLY,)
HY

B
W

N
v
?Eﬂi

]
BEEESBERAVTHHFEULEZRRET D,

Wk

O 1EHIEHT
TRIVEVZABEBERICETHAEME
MERETE MIWLEIERKE T FKREE
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<BMEE>
HERFIZERRET D

EA2SUDIRFMCDHE/ BHILE 1R (E2SUDIRFETE)
EhILS ) LindE

&> M

MHPTHEE

mHALPEfE

M er1,25(0H)2D1E {iE

M 250HDME E &

BXRIGE TR/ BEILEDFTE

A o

EMMEE HEEMA-TOITRTOEEEE=T,

T 1-TD55660NIEEE®-T,
25KEEIEEARZD1 a KB LB R EGEFEEIIASNNIEL. 1-TD53H2DDIE B %if1-9 EARIE D FHEEH
LW TES,

EA2SUDIRFMC DR/ BRILE2R! (E2SUDIRTFE2EY)
1. BhILS D LmSE
2. &> mfE

3. MHPTHSIE

4. MHPALPSIE

5. I#1,25(0H)2DEfE

6. IMH250HDIEIE &

7. BXHRE TSR/ BEILEDFE

SEMR ESIUDRB/NELTFRE. REBEOHER

EMMEE HEFA-TOITRTOEEEE-T,
T 1-TD55660NIEEE®-T,
EASUDZABREGFEENIIRESNANIE A-TO5562DNEB EFH - EREDHEERG LZMTES,

BE BHANYY LREFIEGMEE) MRS HEHHRAEF, EASY D REFHCDHE TIE ABAIILL T L
MEEELFEDE BANYILRERSHENIETEANATRETH D,
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HED-HDSEE

1. ALy LISE
MEDILS D LWHIEE 84 mg/dl LITF
AF LA DL 21 mmol/l KU

2. &Y MmiE
1 B R 4.5 mg/dl LATF
1M o/NEE 4.0 mg/dl LATF
BEHLERAET 35 mg/d LT

3. IH PTH SfE: R EEZRAVTHET %,
4. BT IH)KRRT732— MiE
m;& ALP 1 R 1200 IU/L WA E
1 mh o/ 1000 IU/L KL E
BEHD R RMELA 1200 IU/L WAL E
5. Mnrh 1,25(0H)2D 1&fE. S1E: MR EEZRAVTHET %,
6. M 250HD: HKF 2080 ng/ml (ERZIE. BEIFEEL THDHELY,

PRV REKE
E432 D RZfE. E4IY D <SR BV MEM<HR) B HRRT75—EiE. BEinERMRIE.
Blount %5 . &l FIRIRMEEEIE TIE . 21481 R REREARIE TIE

(B BERILIEDEBZRDEMND. EFIY DIKFE1E. 2 HOBMHICELSRRETRTTY,
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| {BFA " 'E‘E’A"1|:1’i|
BB HAEEN
miF) >
30 pg/ml&kiE |30 pg/mlLlE L HY)
FGFZS## BRIEEEZER
THERDER
L HY
)UERTR., BERIRMES FGF23R85E
1B 1) > iE %ﬂﬁﬂ
T oRZ 20 ng/miski# |20 ng/ml L t¥
25 (OH) D#
HY Tl
BAR. 7S/ BERW
B, E4 3 DRE. THEE
FTYR—VRE A Motk
77 v ZREREE, 20 ng/ml %% [20 ng/misiE#
2% m. wnmmn | g/
T R YR, A 25(0H)D
EfE | &iE
E2UDRZ. 1,25 (OH) 2D HHRH: hereditary hypophosphatemic rickets with hypercalciuria
BEH o ¥ TIEZOL, IFFAR—FHEE
£4 = -] [HHRH. ¥ ARATF IR, PTTRELERFIIL, NLTOBGE
IRFRETR | [E 4 = U DIKTFE2E! w)pkl DITIZIWEFU A, UIFUESURE
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H RIRBERNMRE.
H EAI D ABMEARECLROONDIHELH D,



<EEESE>
BEEESBERAVTHHFEULEZRRET D,

FERIRICKY. 2FESND,

BIE: AEFERBZZDL00. BEROAREES. HAETLHLEEZENT . BEL
TEICEEAELY,

hEE BERCREEE(-2.5SD n5-2SD D). HAET CGHTRE) . & ERHFIO
HERBEICKY. BEERBICXENSH D BNV D LMEICKDHRNEELE
BlFLhA B XRICKSEHE. 2 RIEOE FIRERERETTERE

BiE:  BEMR(EROHEEEZHS) PRREE 255D LUT). HAET (GI5 EH4 A
LY B EBFIR) ZEICKY, BEEFEICELVXEAH D, SREDEIFIK
BRAERETTHESE

KB, JEROBREN L BEIEESIESE T EL LY LARAWETH L), BREREZGET 5 Z &0
MBERFIZOWTE, ERERORNG L35,
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3—28 Jx= )L RURE

1.

BE

Tz VT U REPKDIZR R ESNZ T TSV Phe) DR BB DEEICL>THIEREISIND
REEIL. EXMTI/BAHESED—TETHD, Phe [INATI/BBOVEDT. EXELEASHEE
EBOICITENDSERTILENDH S, COBEDD Phe (FEBERICHLGNS LS E., EIZ Phe K
ER{LEER (PAH) [CKYFOL Y (Tyr) ITEHEIN Tyr REHRIRTHESN D, Phe KEELRIGHEZT SN T-
184 . Phe NEFELMF Phe EMN LR L., RPIZIE Phe DIENFDRBEMD Iz ZIILEILEVEAKE
[CHEHEINBZEMND PKU EFEIENTUNS, BEID Phe EEHICTNODRBEMITETDRBEEREEL.
FER - R CIINEEET CIIBHAEEEFERRET DIBRERESIESEITH. BRAIZENT
LEFIFHRMERESIERILY ., BIERNVRDREELBZZEMNTREINTINS,

PAH (& PAH EBIzFIC&YI—REN PAH ERFOEREICKYBREFEDETZSIEEIT, oI,
PAHIZ#HEBERELTTISNAFOEA T 7)Y (BHY) ZFIAT 5= . BHADEHRHAHWLITEE RO R H#
BROEEICE>TH PAHERFEEMNET TS, BHA (X PAH OMEEERELTRIAIN D LS, IADOF
AU KBREBERICEFIRASNST=80.BHs DIETIE. F—/\OEEETZEL, F—/1\Z2 /)ILIERTY
U IERTYCDIETESIERI T £ T I7UKBIEBRORBEICLS OV DETARIS
f=8. & Phe MIEICLDFRHEEE (T THL BRI ENEDORTICLSEELGP BRI RAHIR
T35, DAETHERIR-RY)—=U T HFEIBEINTHS 2011 FEFTOHIOEMICRTETH 500 A
LI EDE Phe MfE (PKU, BH4 KRG TER Phe ME. BH4 RIBEZSO) N ER S, REHEIIHN T HA
216 TELETER 20 ABTRERSINS,

ER

BELERK,ANG 2 REFTICRHOREZEREEZE-T. /NERE, TADA, EEDHFHREET, 17
B L OMELGEDBIELEREZRT. HEORR (RXIRR.AER) . KRE. BB BBLALNDIE
HHd, BEETRELTINESME. MRIHICTHEREZRHDIENH S,

BEE

A RTIEREIC Phe R EEEEUICHIFRL T, A DSBIZME Phe fEAY 10mg/dl LATFIZEDKI0A
B9 5, ZL T Phe fEA 2~4mg/d EFTET I 5L5IZ Phe DIEREZEFAETT 5, Phe BB BEIZERZ
KYELSZD TG Phe [EZE B BIELEAD Phe DIEMEERET H(EFMIZIETEED PAH RIBED
BEEHZESR), COLIGNHAEIRAELTARLTITS, PAH REETHLIZENEETENIL,
LU PAH RIBSE D ABIEEH > TAEEZ T 05, BHA RIBEELZHSNIZHEICIE. R EEMED
HREBEENDELEEDDTIEEFET S,

F&

TIZUNTIZUEN LR T HERMERNTALEMIEITT 570, EHAICHERZEREQ BET
(FEF-TREALGEDRFIEHDRE. 3 MURITHMEEROBRE) 217, F-EERKKIRE LMD ER
BREZTICEDNEFLL, BERZFDUELRAICLRIETRIGT RETHY . —ERITTUVKBEDN
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BB, PRELIETLRIREGRY M Phe ([EZ 10 AT IZHFF T HIEAEFELL, BEHELNXMEDIS A, 1R
P DE Phe MAEIF. BRRIC, NREPLDEMRLREERLGFEEEZH, CNETFTHT HICIE. PKU BEN
IHRER LT DIHE . ZIEHTEY Phe HIRBZMIEL. 2EIRHARZEL Tl Phe fEZE&ICaMO—
VT BENBETHD, BEH BH4 RIS THAHISZEIZIE, BHE BUEN B PKU [SHLTHEMEER
NN REMITDVNTIEHEILSN TLVELY,

O EHOHEICHLELEIEF
1. BEH
#7500 A
2. RIRDBEIE
A~
3. MRMLARERE
RHEIL (BEHEAIZE ST Phe DIERZEHIFRLIAAND Phe LZDRBEMDERERESE D, )
4. R DEE
DHEEEIIh2BERENVETHD)
5. PME%E
HY (AERIERRDEZETRAE)
6. EREENE
ARMRHEBEOEEEFTMEANT. PEEULEERNRET S,

O iRt

MLV AERRBR ) — =V T BERICESLEARRBREEDO S EE RS AR IR/ DR
BEUOF -1 EFIRIS (<A 1+ =B

MRS EARFEGRLHRENERSESE %% BBk
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<EEEE>
BEFENRET B,
® T/EEHDHT(HPLC i%)
MBIz )L T S=AE : 2mg/dI(120 1 mol/L) LA L (EE#£{E 0.7-1.8mg/dl)
@ TTUDUHH BHA RIBETEE/NNF—UDRLNS,
@ DHPR B & f##T: DHPR RIBE TI& DHPR EHDELILVERE T2 5,
@ BH4-1 BlIAFEER: BE. M Phe {EA 6 mg/dI(360 ¢ mol/L)LL EDBEIZITHhN S,
BH4 10mg/kg 220 1 @RS, BRBIESIVARR 4, 8. 24 Bl M Phe {EZBIE., wH#E PKU £L<
(& DHPR R1E#E TIEZE 1%L, BH4 Ri&HE (DHPR RISFEZFRS) TMH Phe IEE L. BH4 RG4S Phe MfE
THIEELY 20%LL EIE T,
OEEFHEN: PAH BEFREDEREEGEFICBVWT 2 PLUIICRRELGSIEENRESNE L,

PHDRNLGLEDERHDILDEEILEZEHHIEL. QBZHETL (WEIZIGLTAOZEMEIT) . PAH RIBJE.
BH4 R{E4E. BH4 R4S Phe MEDWT MR E R FETES-LDZEHENET D, BHE RIGHES Phe
MIEDZEDERD-OIC AFHRBEDICMA T AR LU (REDFELNHNILELREARF M D) ITBHE-1
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FRFOBEZICL>TELS. EL2BARLSHECDEERETH D, THIRBENTHSY ILAILEE. 3-EF
AXS T ILRIVEETGE DERMNPRHRE ., FFICHRERDEBRZOBBRDEETEE-T, Z<TEHE 336
MADMIZ, Bl CRBEHOIRELGELZKICEENERRIETRIET 5, BENL K CRITTHRIE
L. RN BIERDRRITET T DENLHS. BATORBHEILHN 21 FHAEIZ 1 ALHEFSA T
%, —BRETHEIFEAENHRFMREELEL., BRI — ARG ITIDELHD.
AEBITRHZE-AEBRICLYBELGRENRAFENDIZLNS FIERIRARI) -0 T D—RAR
B EEOTULVD,

2. BH
4 ILR) )L CoA Bii/kEFEZ AT —K 95 GCDH B FNDEEIZLS,

3. fERK
1) BEEEHA K
HAERKYEBRILKREZRDH S, HAHWIIE R LEICERLXETRT
2) FRIEAE IR

AMRERDBSE . ARMICEIRRE 1-3 BRIVIEHSHEREL, SBTHRRETLAALON., BHED
HER. FONAEE. SA=7HEDHRBBIERNEOHOND, TDE. LolzA RO GHEE
RBHHN, BERGEICABRDOEEEZRELGASERTETL, FAIFHLBEILETT CEN SN,
BHETRTIRITOESREEE. HRRET. DANZT - SXAXRUTLREDREEEE) (K5
BRAER) NRIRICHIR. #1795,

4. BEE
1) BEEE
ISR 7/ BOAFZERL. EERBHEYOEREMCIEZENET 5. BRIV /NIDHIBRD =5
(2. BEO—EMEICUDU - NITRIO7UBREINIZHRAT 5,
2) EYEE
L-AJL=F> :100-150mg/kg/day
KRICEREL-EERBEDOHRZRET S,
3) RAMEHAD >
EEREZHSTZOD 10%REULEDTRIEEEOERERRETI RBEUTIF—2X0. 87
VEZTMENRH NG EIZIER OB EETD
4) FEFF DX R

174



5.

3B5CLLEDBEIZIE. BBIZATFTOT7T 10-15mg/kg/dose % 6-8 BFfEE (21 A (max
60mg/keg/day) L. IKED LRFHNZ 5,

Fi&

—BRETHE. EEDREEEFTLENDRBELZZRT NS FRIARTHS, RAICRR -2
NEYRECESBRAICLISIVNO—ULNRFTHNE, EERFLRAFND, FIERIARY)—
ZUTICEOTRERMICEW SN AERNATENE, RIEFHLAIREEE RN TS,

O BE#HIFEICHELEHE

1.

BEHN

100 AK i

RIRDHE

T~H

MRMIEERAE

RFESL

RHDOEE
DEETEDLDOLHD)
HY (ARVIIERL)
BEREESEE
ERMRBEZREOEEETFBZANT. PHFEULEEZRRET D,

O fA#EHT
ERXZEFEHNMEHR B#H RBNIIFRL
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<BMEE>
EEZHPENRET D,

ERMBREFROBILE

A ERR

1) BEEEHA K

HAERKIVERIEKERNHS. HDWNEELIRIALEICERILRERL TS,
2) HRE IR

SMRERDOZEES. BEMICIE, HKEEZ -3 BRIVELNHEL, RRGHEBRETHAALN . HEDH
RO FVNAEE., SR TREDHEBIERNEBDHOND, EDE. LWOT-ABEONEREEZRDD
A BERGEICRBROREEERELGHOIERITETL. FAFEHLGEILETT CEN S,
BHETRETIHRITOESREEE. HRERET. DANZT - PRAFXROTHEE DFHEEES (MK IRIE
K DERIRICHIR, #1779 5.

BREMR

1. MABTFUILHIL=F oo

C5-DC(JILAYIAIL=F2) D LRI EHEHITHS, 1= COGHBENIL=F) DIETELLIELIETRDH LN
%,

cut off fE(X>0.25umol/L EENBH, BRI ) ——UJ R TETERDZEITEET 5.

2. RPEHEEDHT
FIILEIVEE, 3—EROX LT IILAIILEEDHEHEMMNA SN, (LA FRETH D, I3 —EFOFI T ILE
IVEEDHEMIIRERBICHEEBINTHS,

3. PR IERDERZE (CT, MRI)
Sylvius RPBIRNEDIERE SRR LAIEEDONEBREILZRT OIFETHS, CNIFFERD
MR EEEERBLTEY. ZRBEVLVSIVTLABREENZ S,
SMHICIXEER. FICRER G, BRZ%) OBEETERBL. EHEUEEILEMRITOEEE S (T1EHFET
EES. T2545RODW TEIER) &R T . BRINRIB T S LEELOMFERFICLY . T2 A TKKENLESIE
BETRY,

4. BERIEN

)27 SERO R SR SF MR EZRALTY LA IL CoA BiKRBREMDELIMETHLIEIRIEIZE>TE
BT RIEETH Do
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C B RIE2 1
TYIIWHILZF oM., ROBE#EE T CHEBMAFFRERL., EEZEICLNM=5,

DEEFHRE
1. CGDH Bz FNZEE

<EZWOHhTIV—>
&2 BRREIRDIEDELEL 1 DULELHY . BEORMELGDIREDIBEL T LRRIZESMHAT VL
AWN=ZFUoRMHABEDHDIZEILEEZ.

2)FETEDW: ERICMA T, ROEEESHICTHEIZ -EROX S ILAIILELES L2V EED HE 1 INE 2
FLDEEEZIHET D, LLLIBERZH. B FEHIN-LOEHEEZHET S,
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<EEESE>
PEEULZERRET D,
EXRMERBREEOEEETM(BXEXRHEEFR)

JER
I EWLGEDRBRRE UTORMSLThM DERIRTS )
a GREFELLGL 0
b XHEERED-OICAILIDEMZRNEERZHRGELTLS 1
c HEEBENLGEYWARNSPETELL 2
d AMRERCTRER RMELELTS 4
I BEFRFABRORE UTOHISLVThM DERIRTS )
a BEHIRGEFICHENG 0
b BEOEBEHEHIVEI—HULESEHRBRILETHD 1
c HBHINIEBBELTERILILENDTEEDRBEENVLETHD 2
d  HHIILIZRELTERTILEDEEBRENGTAETORL (BEL) BEREOME 4
NLETHD
e RBEXBNIVDETHD 4
I BRREGEORBESICEREEL-RE(EBZEL)OMRUTOFMELTH
MOERIRT D)
a HRICERZERHEL 0
b BECEREBEMNBKELTLD (BRELTEEEHEMNS 1.5SD Di&hR) 1
c HEELULOEREBEI#BHELTLD (BXELT1.55D A5 2.0SD Dikfi) 2
d SEOCEREBENIEFHELTLD (BRELT 2.0SD Ll LD 3
v REORAEEREER. MREK. HFHAETITOVWTOFME(LLToRMrcLThH
12%R8RT %)
a REZZIOLEL 0
b BEOETZREOS (BRELT.IQI0RBOHMELELRAV-BIHTHNATRELR 1
BEOESE)
c PRENEELZRDHS (BRELT.IQ50 RBFLBIHITATRAEELEEDNES) 2
d BSEOEEZZEHD (BRELT.IQB KEHELIFIFELEYDIKE) 4
s RAECEBREEZICET 251\ (U TORMSLThMDERIRT D)
a  BFEE. B, DREGE ICHEEREE AL 0
b FFiE. B, DEGEICEEREREENHD 1
(BRELT. ZR TN DBHREEICLIBRBEREZRHDHLD)
c FFiE. B, DRGEIChEERERENSHS 2

(BRELT. ENENDRBRERICIDIERZRDHHLD)
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d . B, DEGEICEERERENDHD. HAIVEBIEERNDLETHD 4
(BRELT. ENENDREBFZOEETLEEDHHID)

VI EFEOBEIL-NTBGEEORRE(UTOFISVTHANM DERIRT S)

a BEILEEFENTEE 0

b AISADNEINLE 1

c HBEEEOZTHUMHNLE 2

d AaifFERILE 4
Lyl
I MWIETOEFERUVBREREDLEICREFBERES .
(MAFEDEBMN1DTELHS5E EIE
(2)2EULEDEELHY. HhOMALIBAEN 6 RLULEDIEE EIE
B MR- R 3-6 RDIZE PEE
(M) MR- R8A 02 ADIEE BE
AR

1 BWERRITOVWTRAAMNSAUESELTEHIE
2 REREWLGEWAREAASAUICERLIZLDET S
3 HREREMNUGESEREBARBREAARTAVIZERLI-LDET D

Mgk, JERORREN FRROBEEESEF C—EL EIZEY LW E TH L0, mHERERZ kT 5
T ENRERFIZONWTL, ERERERONRET D,
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3—36 4YI)LAZ)LEEMmSE 2 B

1.

BE

SRR 7RO EFIEETFE EH(electron transfer flavoprotein: ETF)E KU ETF B /KHEER(ETF
dehydrogenase: ETFDH)D & RHIRIBIZEYAELDEETH S, ETF LU ETFDH [FIhaVFYTRIZE
1% B BRILRERZSCERORKRERRIGICEI>TELLIETFEEFEERICHIET L. CDH. T
IVFTILTYIL CoA BiKREBERRIBRELLE LIEHSNDIELH D, BRIKBITBLEL, FFERLAICELZD
FARPLERUERBEZESHL. BOTEELGRFIMT N RAETRELRIICERT T 56105, 5
HBRHICKRBET R =S ROEMME, FAETELTRET HEH . RABICRELFTRE. HHETZE
LI EINDEFLH D BEHREERBRLHETHL, BEPEICETIHMERTRARY)—=
TDIRAOYMARDFERICEDER 31 BAICT AOKRBETHS.

2. [RE

SRaVRY T RO EFIEETTE U ER(electron transfer flavoprotein: ETF)$E & U ETF fi/K REEHR(ETF
dehydrogenase: ETFDH)D & XRHIREMNRE 4D, [REEIRFIC ETFA ETFBE LY ETFDHHYHY . £
NEZNIXETFa ETFB LY ETFDH [TXIET %, ANEE TILEGRFR ERTE OBALAER IS (AL
A ETFDH O ZEEEFICILEL S REALIBEICRAE T HHIA L MER L H 5.

3. fEK

4.

NEFEFEECREFHNSDFERRRER, 2)AYR-FEHRRER ., BIUI) RAFRAEER,
DRV TEENTED FERRER X ARBYNOOEERDHE. DAE., 7 MK
MEBTDEGNS L HERMND Potter HERCLEMMUBRBELEDHFHREMFIBE. ChoDE
BIEDLGWNEELHDH. WTNEELHOTFRIARTHY . BRICREETHARRHAICRTISE
DLV EHNE-FERARER L. FEREE 2 DICKANTES, T4HE AZICES REAITEMELD
Reye HRIEIXEFEL THRAEY H15E . B) EICFEHLURICEBUHRBAME CIA/N\F—REDBBHIER
ELTRIET HI5ETHD, AIE Tt DIEMHFBRABHERELRKR, BRECIHESRELLLIENZN &
BIZYFHITMA TEFLGEDERFHAADARMNFRLLGDHZEHL DL RARER (SFEHA LR
[CHANETOHRLEELEIBEMERELTRIEY 5. /NRHICITEMNE. HHETEEDEKERAEL
TROHELY,

AR

AMHITENERICINA, T A EDTRVREHEL. RHAICRLEAEDKEELRTOIELNER
THBD. ARBTEAFHETI/BOVSU - N TRI7oORBBEDOHRKEBERLEEINLINT. A
HWEABEEECELARLLETHD.

REHDABRSELAEDFHNFEICERELLD, BICEHNRICEVTIEIHEREZHCIENE
BETHD, BEHREBHORIENECSHVEEICEEDIENEELLD, T, HFORITRY
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5.

BEEREIEEGREEHCT-OILEETHD, BEDERIETEIRETHS, ERFITEIA/\F—
OHBENPDERDIENEVN . BE~PEEDEHICI>THERDEENALNIENH D, TD
fthIcd. BEEELL T EIV /Y- BIEIA. BRKIEMENRITHONEIELH D,

EMBELL T IRIFEL (TFEAUR) KEBENTHONEIENH D, LR LIEICRAET M
D—EBDEFITIXHRISE L D KEHEE(100-300 mg/B) NEDTHIEENHY ., FRINDZEEMN
HD. LRAIL=ZFU(TILALFIOR)BELTHNEENHD. LML, REIZHTIHIL=FUHFTD
RFITONTIEHERAFON TLVELY,

Fi&

FERBEHICOVTIEEIENTH S, M RBEHFICOVTLERCEMBERIEFLLTRET 515
BRVEIREETRCT DEELDLLN, BERETERELTRET H56L. #REEN BRI
FYBERDERLGHREZRGWGE L DGR RETIEXE R -FERER . RMARERICONT
DT RIFBEHADELL FAGANS N,

O EHOHEICHELEIE

1.

BEHN

100 AK i

RIRDHE

e

MBRMIEERAE

RFESL

RHDOEE

DECRENRETHY .. ERGLEEETTIIENHRESNTLD)
HY ERXDBEDZEEEHY)

BEREESEE

ERMRBEZREOEEETFBZANT. PHFEULEEZRRET D,

O fAEHT
ERXZEFEH/NER B /MEAEH
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<BMEE>

HEZHPERRET D,
1. EREKRFTR

O EHEEE. FLNIA

EMBEICIS>TEID, RHGREMELHNL D ERGE . FHREESEHIGE LT/ HRERE LRI
nNdEELZLN,

@ DERER

DAREIEFERBREF TRONDZEAHY . AEICEH LT D,

@  FER

IDERIEICHESZEN B LY,

@ FFEX

RBDBERFICIELVVERZRHDILLH LD, MIRBICITZASHNTHNIELZLY,

©® BHEER

SANTF— HRE. ZEFHEETIENZV, KEBTEUSUISENHREELT KT SIS FR
DEEKRBTH->TEH,. ERIZEDIZHKL., BERHEKRDSPIDELDIEHLHS,

©® HIEIB/AER

L REARERICHE VT EMBERFICIE N EERICELSIELH D,

D REER

ZEICESEM R MREN LD EEZRCREYIRITEOERIEICLSIEEZEZILOND,

2. BELLLREMR
@ B~ b HEmEE

EmMBEDERICIMEEIURD TN ARDEEELE D, T AR B R E R AR ERZ BIE L .
WA RRER /f8by > 25, HLLIL HEBEISIHEL/3S—EROX L EEE > 3.0 THNIXRNEEXZS T IS B BR1L
EENEDNLD,
Q@ FF&EBERLR

FFEBEBROLREZRD. AUHICIEEHFEEH#LTOAIENEL BBRZHLSEITHS,
® & CK mjE

EREFICEESETHL. RHHICEERASELLGLIILELH5,
@ B7 U EZ7ME

AMRERICEESLS,
® mER

ZEICHERDDAETIILZLD ., HERORTIEFHEFDICFAEN AN, FRBIXAFHEAS Oil red O
FETORRIGIIEHBRABEREZTREIOMRIZES,

3. RHORALLIRHRE

DAV T LIABREFRR
HERTRARI)—=5TIE CI101 DLERIZESTRY)—=5ENEM . ERICITEHE~EHT7VILA
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WZFUNLREIZERTH5TO71— LI THS. BRE. RERERINLORICHT2ICBEL
TP VNANZFo2ERDTOT1—IVEMBT DLEND D BEFIFIRARD—ZU T URTIZRET %
Z0HEE,. —RREBVBRABEREORETVIVALZFOTOT4—ILELRDENH D,

BT LIAREDHTIFECZZHIIRETHLID T, BETHOTHEENRKISE (X, BAREBRE
BYIRY DTIEGL, EEZHDI-ODRENHEREIND,

QRF BB AR

BHOBKRBRRENETINDILIZE ST EDHILRUBER, TFILIOVERR, AFH /A
WIS  ZARNYIGT DD  AVINLIINT DD  AFIIVITFYLT )0 TIIVRIVEE, 2-ERFOF L5 LA
IVERTRE DHEIE MO A SND

QE L FEM

GA2 DRE 72 53EEFIZ ETFA, ETFB 3 & U ETFDH AdHY . TNEFNILETFa  ETFB S KU ETFDH I
ST 5o KRB TIHBEGTFEERBEOBALNGEX G IEAGE A, ETFDH D ZEEAEFIZ (T FL 4R B LIBRIZF
ET BHIMNLEMER IEH S,

DEEREZW

AL/TAYTAVYT HEEREREFHEMEAV T ETFa 8K ETFA (ETFDH DEBFRETET 5L
THEZMNTES,
GBI ER X BREFRZ(n vitro probe assay [Z&5)

AT LRRZANT, BEREREFHROEERTOTUINALZFUORNEITIAETHS, LN
[CEREFEHERBRUEREBLIIENTES BRBREDO FALGEMNAREESN D, F-1ZL. RIEEREITL
BRFEFT2I37AZETHIZLHY . MEDWICITHBINLEBILAEDITHEKS,

4. DEREE
522 DDAV T LRRRD) == DTAT4— L TREENREONANIERD LT B, IV T LIRABED
HTIIEILZZWHIRHETHS, LEITNAZ. QTHLALEEFRZED-IBEIL. AERERIBT S,

P DIRRELDREDILQIENTHELEH ARG RENEERMRZTT MO~BODDEKEL—DT
REBREMNEREZRODHLE. BEZWET D
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<EEESE>
PEEULZERRET D,
EXRMERBREEOEEETM(BXEXRHEEFR)

JER
I EWLGEDRBRRE UTORMSLThM DERIRTS )
a GREFELLGL 0
b XHEERED-OICAILIDEMZRNEERZHRGELTLS 1
c HEEBENLGEYWARNSPETELL 2
d AMRERCTRER RMELELTS 4
I BEFRFABRORE UTOHISLVThM DERIRTS )
a BEHIRGEFICHENG 0
b BEOEBEHEHIVEI—HULESEHRBRILETHD 1
c HBHINIEBBELTERILILENDTEEDRBEENVLETHD 2
d  HHIILIZRELTERTILEDEEBRENGTAETORL (BEL) BEREOME 4
NLETHD
e RBEXBNIVDETHD 4
I BRREGEORBESICEREEL-RE(EBZEL)OMRUTOFMELTH
MOERIRT D)
a HRICERZERHEL 0
b BECEREBEMNBKELTLD (BRELTEEEHEMNS 1.5SD Di&hR) 1
c HEELULOEREBEI#BHELTLD (BXELT1.55D A5 2.0SD Dikfi) 2
d SEOCEREBENIEFHELTLD (BRELT 2.0SD Ll LD 3
v REORAEEREER. MREK. HFHAETITOVWTOFME(LLToRMrcLThH
12%R8RT %)
a REZZIOLEL 0
b BEOETZREOS (BRELT.IQI0RBOHMELELRAV-BIHTHNATRELR 1
BEOESE)
c PRENEELZRDHS (BRELT.IQ50 RBFLBIHITATRAEELEEDNES) 2
d BSEOEEZZEHD (BRELT.IQB KEHELIFIFELEYDIKE) 4
s RAECEBREEZICET 251\ (U TORMSLThMDERIRT D)
a  BFEE. B, DREGE ICHEEREE AL 0
b FFiE. B, DEGEICEEREREENHD 1
(BRELT. ZR TN DBHREEICLIBRBEREZRHDHLD)
c FFiE. B, DRGEIChEERERENSHS 2

(BRELT. ENENDRBRERICIDIERZRDHHLD)
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d . B, DEGEICEERERENDHD. HAIVEBIEERNDLETHD 4
(BRELT. ENENDREBFZOEETLEEDHHID)

VI EFEOBEIL-NTBGEEORRE(UTOFISVTHANM DERIRT S)

a BEILEEFENTEE 0

b AISADNEINLE 1

c HBEEEOZTHUMHNLE 2

d AaifFERILE 4
Lyl
I MWIETOEFERUVBREREDLEICREFBERES .
(MAFEDEBMN1DTELHS5E EIE
(2)2EULEDEELHY. HhOMALIBAEN 6 RLULEDIEE EIE
B MR- R 3-6 RDIZE PEE
(M) MR- R8A 02 ADIEE BE
AR

1 BWERRITOVWTRAAMNSAUESELTEHIE
2 REREWLGEWAREAASAUICERLIZLDET S
3 HREREMNUGESEREBARBREAARTAVIZERLI-LDET D

Mgk, JERORREN FRROBEEESEF C—EL EIZEY LW E TH L0, mHERERZ kT 5
T ENRERFIZONWTL, ERERERONRET D,
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3—37 REVAIILEEE

1.

BME
REVAVIVIEEIZHFRBICEWT TV EZTHORFREEETOIRERTHY . AIIL=F ML) T
IWEZ/OANIEBE.TILXZ2D 4 DOTI/EHILERIN TS, REVAVILEEEIXRFRS IR
DRBRICERMWLGEELNDY ., 87 VEZTIEDERGETRETI—HOEEEIT N 7EFIL
TR ERBERRIEE. DILASV UBERBRRIBE. A IL=_FUrSVRAILNZIS—ERIE
fE. WHESMNVYVIME., PIILXZ/aNIBERE. 7ILXZVIENEENS,

[R&A

INETNORBOEBEICE THECHEENRETHS, NEHICRET ST E-7MEDRE
X REVAMIILEBEZIILOETIARRBERED (TN, ERXRNIREMREE .. EAERPEPLE
MR EZKIZhHT=-%, REVAIIILEREDZETIE. ChoDEBEDEREEDHDIVENDHD, LXK
BHEBETE.(TMP7oEZ7HAER ILI7=A o F vy A EE I THEMBEN LWL B EIZIERERY A
JIVEEEDFENEEEDOND,

AEIR

REVAINEBEDE T VEZT7MIEL, BIEDTTE (BB AERLLE) . FV/\ VO DBRIER., Y
BREICFH>TELS BRKRERIFFENGHBEZHNEETHIEA S BM., BELNET . MR,
w8 THES.THRE. RERELENHLNS, RILEGFEREEF ORI THRIERACEER
PNELGDHELH D, KEBETIIHERICRE., FIXERDOBIAAHONEENH D, OTC RIBE
DEETIE X RFEEFFLORYDEREICEI ST BERIOHAERPREE THRAGHEENFET
B, T BOEDRCNETILFZ/aNTEERIEIC /NREANGETT SEAIRE X7 )L X = miE
[CELABNBDEKRTHY . CNoFBTUEZTIREMNIFEALE RENGTLEITT S,

BEE

EYBRIZKDITUOEZTOERETE2R5, EAECENHI TS0, TR IHEERE KD+ 518K
(60— 100kcal/kg/d) 175, mMAEDIRIEIA R EHAT D, EYABRELT. 7ILX=00T ML)V
NMERESND, SHIZ, REFERTNIDLOITIZIILBEEF NV LDERE . 57V EZ7MEDHREMN
R THNIEMBEBENEITI. Tl BUHPOABBRTIIESRELEY TI/BEENEKRIZLS, &
MEEBFC(X, TR HEERRE KK (60— 100keal/kg/d) #FRL. P E=TD LR DEEIZLL>T. A
HEAICEC-EMAERETI. EAHIREITIEEICIE. R BETI/BOBREEEHETITI,

F#&

A REAFIE D OTC RIBJE . CPSI RIBJE TIFFLTHIMN D<A, OTC RIBEDANTAKMEIZE T
T, REMICERMBEEZREL. ARICADLLIEAH L AR FROERELGREEFIRERORS
M7 EZT7ECEDFREHEEEEL TS, —RUICEARS 7V EZ7MEZEL TH, JARIC
FOTEOMNCERILSEHIENTENE, FRLOBRFEFLHS.
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O EHOHEICHELEIE
1. BEH
OTC Ri8E #9500 A
CPSI Rig8fE #9100 A
FILEZ/NJEERAE #9100 A
ZTOMDRFHVAVILEEE ThETh 100 AKH
2. HIRDEE
THENRETNORBOERBICEITHETCHEENRER)
3. RMIEAERE
RN CEMABRICKDITUVEZTDETE2RY . BEEREEHATS,)
4. REBIOEE
WE (EEICHh=2EYEBEEREINVETHD)
5. SERE%E
HY (ARVERDZEEESHY)
6. EEENEE
ERMUERBMEREDEEETMERNTHEEULERRET D,

ML A R BRI —= 0 T BRISEE L ER R BREE OB EEERLE AR RS20
YRS & U175 BERIB R < 1 =SB B 2R
FRARE RAKPEGHEPRMNRHELT HB EHETE
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<PMEE>
EEZHPENRET D,

(DERERIEIR - R

OIES. B, BHES. 80 E R REMNGERRRER

Q3 BRERNDRFZV (VI EEEDHFE (OTC RIBFEDHH)
Q#AERMIZHITERAAD IR

(QBET—4

O 7oE=T7EME FHER >120 4 mol/L(200 1 g/dL), ZLIREALIEE >60  mol/L(100 i g/dL) LA _E AV HE#
LTHBN5,

Q7 =AF vy TIEH (K200TH 5,

QMuIEMN EEEE TH D (F 4R EA>40me/dL),

QEFEEMNRE
DM -FRO7I/EED . RAEEE S GHFOMNS) OBMMSESH D ITIERE (K1)
QBEFEEHOIVIEETFRNICEITIES

(WD 1 BEMDQDDZEHT- 2 BELULEE-TIHEE . REVIVIILERELNTEON ., EZEH O
HDBREZEITI,

HEEDH ZHORNELEBDLILZQOTREREMWRERDHLEHEZHET 5.
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<EIEEEFE >
PEEULERRET D,
EXRMEAHEREOEEREFM(AEAEXRKHEEFER)

R
I EMLGEDRBRRREUTORMNTIANM DERRTSD )
a CABREELLGL 0
b RHEBED-OICALSHDEMERANIEBREHRGELTLS 1
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TSXITIL AN —EEEDHRELH D,

5. %t
BERMUEBHREBICIVERTFENRESIN, FREGBZIENSLY,

O EHOHEIVLELEHE
1. BEH
100 AR
2. HFEDHE
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B (ABCG5/8 EIZFEEDESMATREINTING)
3. MRMEERAE
KM (BEEZEYMATO—ILFIR) . EMEE(TEFIT ALRAFIR) ., B9 HEIRG/ N1/ SR,
TSAIITILYREE)
4. REOEE
WE (BECFEEZESRLL. RBEENEERKT H-0)
5. BMTEE
HY (FARIVERD)
6. EREENLE
BERIIHTAIMBEVNRTA—IVEEORIGERAWVWTTREREE 2 LLEERRLET S,

O fA#EHT

MEFESELEICRET HAEMEI
HRARE BARENKFEFRARFREENTBRBHHFHMA &R 668 &
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<EoWREHE>
IhRTO—)VILE DS ETEHE

Definite. Probable Zx{& &9 %,

A fE1R
1. REERET-IRERENDEAL
2. BRMREHIRKES (B 45 Bk, T 55 ki)

BH®EMR
1. MiE-H{LFRER R (Cut Off [EXEXTE)
MFEFRTFO—ILEE 1mg/dL LLE (REEEFETIEIEE 10~65mg/dL)

C B RIE2 1
UTDEREEERNT S,
FEMEILATO—)LIE. kRS EE

DEEFHRE
1. ABCG5/8 BIZFNLERE

<EBWohTI)—>

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

BRMEEEBIREEE T T HENREBEHTE DI/ NG/ A/ ARFTAO, TIXITIL L AN BELL DT
BEMELHY . HEEENEESNDEEION . RYRETLU IR TO—)LOIL O— LA RSB H Z R
&I %

BRICHTHMBEVRATO—IVREDORICERAWTTREEE 2 UEEZRRET D,
EEE1 BEERELEEWEECIYNEBECRATO—LVRED Img/dL RKiElCavkA—)LEhd

FEE?2 BEEE EMEECLIHOTHLMFVMRTO—ILEEN Img/dL RiFIZarkaO—/LENL

KB, SEROBREN L OBEIEESIESE T EL EICEY LARAWETH LN, BREREZKGET 5 Z &0
MBEERFIZOWTE, ERERORNGE L35,
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3—45 AT — LR

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

THbd,

2. &R
M DiEE 7R A-1 A ABCA1 ITHEATSHIET HDL aLRTA—ILOMBEDE—EETHS,
ABCA1 [THIREMNALILATO—ILIRE T 5MEEE L. 7R A- 1 AT AHIETALATA—IILESR
ML Tpre B-HDL &9 %, AJE TIL ABCAT1 DHERETRKRIZKY HDL AL R TA—ILAEE SN, =4
AN DOILRATA—LIEENEETINHER. ALATA—ILIRATIILAHMEANKR R, KE. #IE. K
HEROT 1D UMaGE ICERL. B BT, 8. U2/ KI§. KIGHIE. FRHLEIZEFRMaN
Rooh, TORRELADEREE-T,

3. fEK

fii2s iER
FLOC R BHRIEHNE-BRL. AL EA LU CFEREE~RBEOREZH D BEMERHKAO
RUEHOBEMNLIELIEEDONS,
FERE B2 O M/ MRIE TIE SRR SR EREE AN 5,
FFREX #9320 D 1 IZERHBHHY, FFHEEREZ X EEROML,
ZOMEEBRADINATA—)LETE: U/ Hi IR, BEMRE. KIS, AR (AREAZE-T)

R HRES BENSEEF CTHRALRBEHBRESNRESAL TN,
MERE. BEBETFIGESEEN. —BEICHINIXIFHRECHRT 5, FHMECRRITOE
TIEENT, RHEZECREABEOBREIEAMMEEST O TRISEVDRFEO RIEHEESTOE
B RAEFRD RHHREEZTLLTHIRT 5,

DNMERE
B P— LIk (ZE ABCA BIEFREEAR) DD 20% THARE L DM EREDERNROHOND,
EHIZ35~65 DAV T—ILIREBETIL 44% L BRE (B 14 6.5%. K14 3.2%) LB T HEEHMET
HHEEND, =12, ABCAI DRV RAEERDAEEE DL YBIAREEL D2 E (LB < DAEHFIIC
FYELD,

mEREERE
R TO— LR (E R ABCA B FREEER) OBETIE, M9 HDL AL X TA—)LIE 3+3mg/dl L1IE
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HENDH 6WBIZIETLTEY. 7R A-1{EE 10mg/d L TFIZIETY 5, LDL AL XA TFO—/)LE# 37%I(ZIE
TLTWA, BEDOR)JT))RFMEEZZEHBENZ L, —HFEEABCAI B FATOESH TN
F HDL ALATA—IILEBLUV TR A- I EIXEEEDH 50% TH S,

4. BEE
BIZFABRLEDRANARIIL, 6HT2ERELLEREDFIH-ABRNDILELD, FERE
(MHERER)ZEHITIIENEEFDABELNEETHY. T-EalE. BELEOBREFOEELE
EThbd.

5. %%
BEIREELEDHIREIL R EBICKY KRECELD, HME. DFEELEDOREIZEEL., THH
HEARE L EEDFIVINEETHS,

O EHOHEITHELES
1. BEH
#9100 A
2. FmEOHE
B (ABCA1 BIZFZEENEETH)
3. MRMEERAE
REEL (HHEIABAIRELLERERERATFOFH-ABRNEETHD)
4. REOEE
WE (BEFEEZERLL. REEENEEFRTLH20)
5. PMEE
»HY
6. EREENLE
;& HDL AL XA THE—ILH 10mg/dl KiEizxtRET S,

O fA#EHT
TEFEMSIENEICRET 2AEMEI
MRARE BARENKFEFRARFRENTBRHHFHMA &R 568 &
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<BMEE>
RO — VIR DR

A WZRIER
1) IiE HDL AL ATH—JLAHY 10mg/dl Kiik
2) meH7R A-1EE 10mg/dl K
3) LUTOERBZERNTES, LCAT KI8E. ZRME HDL LR TA—)LIfE

B fEIR
1. LU B OB RKEX
2. FFEERF - (TRRE
3. AIRESE
4. RiiEES

CEEFRE
ABCAl B FEEDRETE

ERAZTRTEETHIDIH.BD2IHBLEEZHT-L. CEZRBDI[EIO—ILIREZHT B,
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<EEERE>
BEEE-EWMEEEITHoTHME HOL AL XATA— /LAY 10meg/dl RiFEENERET S,

KB, JEROBREN L OBEIEESIESE T EL LY LARAWETH L), BREREZGET 5 Z &0
MBEERFIZOWTE, ERERORNG LT 5,
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3—46 RiEMHMESAEME

1. BE
THRERB E2/2 BEFEFRICTHRER E REB)EZEBELTRIEL. SLLFTURNIRE2 /O MIE
(5 IDL MfE) . RHAD BENRAEBEHFHMET D, LLFTUMERI T )RR rich, AL RXTA— )L rich, 77K
Erich URAV /O THY . BHITT/0T77—VICRYRAENBRELEERT S, BAADOME SR
EICBVWTHEHEEOBBREEDESHNMRESN TS, ASEIMEIFAERICILRIGET 5D TR
ZH. BHABENEHLOTEETHD,

2. &R

KM I SELEDERHNERELT. BEORBICEEZLTRIREESE2OAENMNSNA TN,
A4B2H/AVE LU VDL M)REB/N—EICKUKBINIFERL LFTURERY | FEOL LT
v TA—(FRELETA—)E DL LETE—(FRB.ELETE—) ICKUYRBIESNh S, NETAREIZIEE
[ZE2.E3.E4 D 3TBEDTAVIATHEEL. TNETNTRE RILELEF 2. €3, €4 2kYa—FE
ND, NEIETR E2/E2 REEEGERNORIET 5. 7R E2 DRBAREEFMEE TR E3 O 2%LHEE

BEDBOTEWLN D FADL LFUMRYRAADNAESNIERILPADLLFTULDEREIEID,
THRE2/E2 BEEEH DERDT R THBRMNICKEERIET 50T TIEEL, COKEICHOEF (B
. HERA. FRAREEEE TE. IEIRGE) I TRIET HEEZ LN TS,

3. fERK
BARE LA R IV EBOREBIROBIRELERELLT U, RAEFITIL40~50 HMSRE
BARFEILAEE RAET Do
HEE FEEREREAFOUVLOLOICR>TEBLTLOLIIIRERHONDIEAHY ., IR
g MAE 245 AL E b,

4. BEE
RABEIEEL,
"BEERE- - IRILF—RFIREREAREL. 7ILO—ILEHIET S,
- EENEE

WA T4 T S REREE—RRET B, RAFUOIEFITLENTH S,

5. F&
RMEDREDRERNLERT D, T1T5—FREFIDENTH-HIEEEENLRNESTHDL
D. ZEHR#EL-HEBELTOEEORAFRIITHTHS,
WERBREZAHTIBEIC. DEICKIEL LTV MENERBEEBEZREHICAHOSHEEICRIET
BIENBESN TS, MRRUEBEFEMBARKREDE 1 fiTHAHEMND . NETITEBARE B

234



DFHDHELT | FERBHEROBTIEFTHLIIEICEL NI YE)R/LLAF U METEEEZTEBM
[T ERAEETHD,

O EHOHEIHELEE
1. BEH
Wa2~3HAA
2. FERDIE
R (FREBE DY IS4T E2/E2 HEAET BN, DY T84T (E5 % EN LS AREEN D)
3. MBRMIAESE
REEN (BEEE(HDY—HIR, AaLRTFO—)LEIR) EBEE . EWEE (REF., 74T F—F,
IEFIT . w-3 RAMMASHERRA . —aF ™))
4. REDOES
PVE GEGETFEEEEELL. REEENEERHET S-0)
5. P
HY (ERMEEELEFREZIERODERELLE)
6. EREENE
ABEEOEEBILHN S REEAVT. UTOEEE 3 L EEEEETS

O fA#EHT
MEFMESELEICRET HAEMERI
HRARE BARENKFZFEFRARFHEENTBRHHFHMA &R 668 &
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<BMEE>
HEZHZERRET D
Rk IR S AEMED ST E%E

X KIEH
1). MFILRATA—)L. TG ALVThiE(E
2). MIFYREADETIKET VLDL N5 LDL ~DEHHMED broad B /N3—2%RY
3). PTRELNENEESABRAETIRE DER (E2/2 . 7/RE RiE%) %5
XINEB
1). ZEE (CLIFERRELE)
2). MEFERDOTR E REEM (7R E/T-ch = 0.05)
3). VLDL-ch/T-ch = 0.25
4). LDL-ch @QiE 4
5). ASO- M4 iMEBFDOBIREL R EBEZES
*EOMEE HED KEBEOD 3ELTHISH
552 . KIEEO 2 @EL/NNEE 1 EUE
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<EEESE>

AEROZEERMAN) T EIMEZRAVT. UTOEEE I L LZERELT S

AREZEEELGN) S RE
BEEA 300mg/dl ki
BIEE2 300mg/dl L1t 500mg/dl %8
BEIEES3 500mg/dl LAt

BETRE2/E2 DMAESHEEESHVTRE EE (TRERBE. FREAKBEERERITRERE
FERE) AREDESE ., EEEZE1ERFEET,

KB, SEROBREN L OBEIEESIESE T EL EICEY LARAWETH LN, BREREZKGET 5 Z &0
MBI FITONWTIE, EEREBRORNRET D,
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3—47 EFRHEEHAOI/O MY

1.

M=

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

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

2. [RE

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

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

3. fEK

4.

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

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

BEE

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

LPL RIBJE. 7RURZL /Y C- T RIBEISH L TIEEMEEZDSHRIIBEMTHS, VLDL L LFE
TEEABICHLTIET4TS—bERAWSIELH D, REMEVESIENE CEREEZRLESNIRER
F(FERR. OB, TAFAT VPR TOSMRETE ., IR, FIRHFIAO B EME, thEBDOEH) OREETT
W\ T0T5—hB&U w-3 REMEF AR EAZAVS,
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5.

B TREREN LPL RBEICHT HEEFARENMIERASNTEY . BAREDHDHRNE
FINTLS,

Fi&
SMERORE. BEEEICLVERFENEGIND,

O EHOHEICHELEIE

1.

BEHN

#3300 A

RIRDHE

B (YREBEBH/S—EPBTFRE /S C-1 . GPIHBP1, LMF1 LU TRYKREL /S A-VOREEMN
EZLNTLND)

MRMIEERAE

RMEL (RAMCAEETGV, BREE BIATIR. hEAEHAER) O, E=MEE (T1T 57—k, w3
RABAMAERAEAEED) N ENTHHIHEENHD)

RHDOEE

HE (BEFEREZEREL. REEENEEFR. BERIIENRMETHEMEHELES-O)

HY (REESEMEREIICLD)

BEREESEE

ABEDOEEFLEN) V) ) FMEZAVWTTREEEE2ULEZRRET S,

O fA#EHT
MEFMESELEICRET HAEMERI
HRARE BARENKFEFRARFREENTBRHHFHMA &R 668 &
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<EEEE>
Definite. Probable Zx{& &9 %,

REMEEH(OI/OVME DR

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

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

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

3. WIEREMEDEFLE

4. FFEEX AND/OR fEfEX
<ElFER>

5. PR R

6. MHEFEMIER GREE. DDA,

lﬂ_l‘ulll
m
I

o8]

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

C. BzFHRE

1. UREBEAY NN —EEEFOEE

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

4. LMF1 BIZFDER

5. THRURZ N A-VEERFOEER
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D. #5728

1. 11 &S RE M e

2. RiEMEEESIEMIE (FCHL)

3. ZRMBIEMIE (73— ILEER, #70—EERE. M RBTFIRE. ik, ¥RE. VRO O
—. Weber—Christian & . FRKIREREIE TIE . KME K. VYUV ERRE . RILYUREIREE . EH (TR
A7y ATEAR, FIRZE. B TAvAH—. SSRILEFBMRE . EEAEE, HIV AEE, fEIIHIF%
E) . TOME TG MAiEZ KT HEE (ZHMEEREME, SLE. BHYL/E. YILa(F— R7%E))
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<EEESE>

AEPOEERMEN) 7 )MEZAVTTREEE2ULERRET D,

EERMEN)S)EIRE (mg/d)

BEET ~499
BEE2 500~999
BEE3 1000~2000
EEES 2000t

KERGEMEXDBRENHIBEICIIEEEE 1 DHIT THET 5.

KB, SEROBREN L OBEIEESIESE T EL EICEY LARAWETH LN, BREREZKGET 5 Z &0
MBI FITONWTIE, EEREBRORNRET D,
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3—48 NEHEBEE

1. &

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

2. &R

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

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

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

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

5. %t

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

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

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

BH&EMER

1. M- ELFHRER R (Cut Off EXERE)

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

(2) EE~{EaLRATO—)LMJE

Q) /THFLO—ILERIEIE

(4Bt 7ILa—ILEESE

2. BIgFR

BE&R MRI T2 SRERER TOERKDE

Jillll

=
=

o}

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

DEEFHRE
1. CYP27 BIZFNER

<EWohTI)—>

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

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

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

RET D

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

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

PEEMEENESE:

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

A

B AR ZE R E &R

BE-XE N

S

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

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

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

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

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

0. fEMEZL,

1. EEDETREDMRIEH I, tREF - BEEFITKELN,

2. FEEEDOHICEEDRUNGEDERLH S,

3. MIRAERMEEEDYFIZHS, HAVIBEEALGEDBELEHETRUNAMNELD,
4. IBZEOWEIHHNIBROGBRSIENEEFERANIBE,

5. [EURB AV TGRS EEEFRANDE,

KB, JEROBREN L BEIEESIESE T ELU LY LARAWETH L), BRERZGET 5 Z &0
MBEERFIZOWTE, ERERORNGE L35,
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3—49 B RALHIfE

1.

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

2. [RE

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

3. fEK

4.

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

BEE

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

5. %t

JAETIE 30 MATRETICHITEELGEEZLVADL EEEZE-TE1H5,
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O EHOHEICHELEIE

1.

BEHN

100 AR (OHETIE 1983 FIZHE 1 fINRESN TUBRKRROA)

RIRDHE

B (MTPEEFEEMNEELTLS)

MRMIEERAE

KHEYL (EFSVEDORHIXEWHAEE. BAMESISIVHR. PHEEHRELE DRERE)
RHDEE

WE (BEFEEZERLL. REEEINEEFRTL20)

HY (AFEVERL)

BEREESEE

mefaalL XFa—)L 50mg/dl k£ Fi=1%.
mek)SYEYRIE 15mg/dl ki ZE-3E8ExRET S,

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

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

A ERR

1. BBREFEEEBETHA

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

BREMR

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

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

DEEFHRE
1. MTP B FNEE

<gHoHhTI)—>

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

meh#aL R70—)L 50mg/dl R Fi=(%.

me k)5 )E)RE 15mg/dl Kiih EHETIHEEERRET D,

X7, IEROREN FFLOBEIEENTEE T ELU LIZEZY LRWEThH L0, mRER LMW T 5 Z &0
WERFIZONTIL, EREROGMRE T2,
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3—50 f[BRh=EHEIE

1. BE
AERAEMEAE (L £ S HEH DL E A EICAEEBAER T HEE T, IBIARBOERELLICEEDA
VR UET M ERE O S RSB MAE . JE7ILO— LRSI R G EBRA LR BERERETH T
FERUGHAMERETHD, BIHEBZTOLOITH T HIRABEETFHAFK SN TOGEWA, BBIAERBICHESA
DRYERMERLETIREEBICHLTI. LIFOOEMNMEAERASh., LTFU A DO TERA
iRt SNT =,

2. FRA
FEMEREICTEGFEREICISIERMENDINELE, BERELBEICIDIAREDLONEFEL. EDE
NENIC2HOEREEARNT 2EFMEHERES. TRAEDREDEEICRBL TIEMHER
AHKT LMD MEMERENFET . EREENERECREEEFIHEEHERNTHRESNT
WA BB EBDAN=XLIZDOVWTIETALGLONZ N, ZEREDZIIECREREREICLLHEDE
ZEZDNTVDA, CH0LZDFHMITBALSMNTEL,

3. fEK

B EHEE CIEREMB OB WAV RV IER LR ET DHERFERET . BLOIV R
VIEHE DO EDHERBABRETIOVFO—LARYE T, BRBEERABECSE. AREEES
BEICEHT S, F-ERGCEPHERNDECET7ILO—ILEEKFLEROONS, MphHEIERE
NDELVERIFLIELIERMERXZVOERT, E7LIA—ILEEMIFLEETHIEN S FEEA
DERLLIELIEROOND, 1RV BRERFEA VRV IEEL-50. SSITEEHBRCDEHE
REFLOHETIMB/EBRACERREEEZL-5T . CNIEAVRIUAFLTWSMEEEEROCRE
REERICMAT AVRYVEAVR) UBRBERRFRZERLEDVOR MY LDBFENEZ ST
%, CNICEEL TEXRMBHEBE CIH/NRHADEKERE LRV EIHFAHOBHALR RAES
TIREHBRKERDONEZET S, SOHICKMHEFTIIZBRENEERBECE 7 ROV NEEZS
L. ABREEOLZEE. MEBIERINSHEEICEDLND,

4. Ak
RAEDECAHBIHEMRZDLDITT T HEEEEE N, CO-OEREREICHTHEEREIESLED
FIREICx 9 DR RS B F AT OR B E HHEITT T HRHEAERICRON TLNS,, &b, IRRAEMRAEIZHES
S, SR ERERLEICSL LI FUoERIOmRARIESN =, LT FUIXBHBAEN S WEND
RILEVTHY., BIHFHEBOBDICEI NPLTFUREDERTHEHRERETHONIBEEERBHE
EODERATHHEEZALNTWNS, B LT FUARICKY B ENEAE O MERE = h AR fLE . A5
PR D BIMICRET DI ENTRESN TS,
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5. %%

IEMEMRERE IIRRASHHELUNCL. S MEIEMMEANSCHRMERE R CIFEE . BAEIDEE

DREEELDIENZL FFMIEL 30~40 HEEDLN. BOTFELTETH S,

O EHOHEICHELEIE

1.

BEH

#9100 A

FROME

FHGERETIIEGFEE. RRXUTEIECREEENEICEHE T HEEZLNTIVD)
RWEBERTE

RS (RBEBHECHLTIXL T FUHENFR)

RHYPDHEE

VEFREDECHEHERZDLDITH T DIRAEENEL D)

HY (HAEEBFRRAREXEMERECET SRENED)

. BEEENE

AVR)ARRMEZRED . RIS, S/ RAVVIER ISP EERNEEZR I SEMEREEZNRE
EEE

O fA#EHT
M#aR BEFRRARSE X EMREEICEY SREME
HMRARE BRERKE #HER BEZR #
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<BMEE>
HEEBIDHMRET D, F<1ZL. D. ERUEMAEREMHEREDSHH HIV BRRICEHLDE SV ERBIE
BOLDFEFMECZRETH LI ENORHRIRINET D,

HERf EHEAE DT R &
A. EXM2 B HREIREMRE
HAEERIVEHOEHEBOERINROLN. FTEED1BLV2Em-TIHEEERELT 5,
1. MRI T1 S ERICTL 5O K TRERREKE. BEREREEEOEAEROLL
2. BEUHERTIREZDIERE. BHRBOEBERRICHEIBREN RN ShEIL
BH. RREEFERELTIE AGPAT2, BSCL2, CAV1, PTRF B F DR EESHREERFT-IIEE~NT
NEEREELSMLN TS,

B. R XMt 2 S MEMENRE
HARICIZIEMBEOERENZTDHONGLDN, TDKR. £FDEHBEBOHELINROLN. TRD1ELIY
2% M- IEREHELET D,
1. MRIT1 S2EAEHRIC T2 B O K TSR, BEERNIEEBOERERDHLHL
2. HRMBERTIREZFOERE. BHRBCEERBICHESIBRENSRINSNEIL

B, BEIEBORD - EEAHIRT HLUATNICLIXLIER TREB R OCEEEREH X HEEEE) D
RFLGEDBRBEDEHAROHONS,

C. RikMEER O RS IA EMEAE
BEHRICHEBOETRBEBOERNEDHON, TERDO1.2. 3DLTEHRTIHEEEHEE. 1.20H#
Eam-THEaTRMIET S,
1. MRI T1 SR ERIC TR D R TRERAHRRBDIE R ERHHTE
2. BEUHERTIREZDIERE. BHRBOEEERRICHEIBREN RN ShEIL
3. LMNA, PPARG. AKT2, ZMPSTE24, CIDEC, PLIN1 DW\FNHADBIEFITATOESAKERF-(E
PSMB8 ;BIZFICHREEARERHIVIEENTOEESREEREALDHDHIL
%#. LMNA, PPARG, AKT2, ZMPSTE24, CIDEC, PLIN1 DZERIZKAIGEICITELAFELEDEGHRK
ZEBTEMLLIELIERERFKENROHOND,

D. &R &R AR EHEiE

HARICIZEMBEOREZZOONGNA. TOR., RO X TIEMBH#C LS S OIEMHEROELN

mhbh, TEED1. 2. 3DETERBTIHEEEHEE. 1. 20HZEMI-THEEREVIIET D,

1. MRI T1 R ERICCEERO X TRERERHOIVIIERBEEL LF FOREHBEBOEREROHLHTE

2. HRMBERTIREFOERE. BHREBCEERBICHEIBRENSRINSNGIL

3. L HIV BREDER. BHBIERSH DL CI A MDIETERHDHL
BEHVAREOFERACERBIER TIIR TREHEROEXAROON, CIHEAMDETIZIZ LS

B DOIEMHEBOEXEEHT D,
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<EEESE>
AR ERMEERD . BRKR. 8 R VIER TSP EEINEZA S SEMEREZEES L.
HNRET D,

AR UERE, UTZETIEEeETS
HOMA-IR (ZERE R M AEME me/dl x ZEREREA > R 1) E microU/ml / 405)> 2.6

HEPR IR
BAMERBFREDHERRZEEE

1. BEAZTHERFIMAEE 126mg/dl LI E
2. 75gOGTT T 2 BREfE 200mg/dl LI E
3. FERFILHEE 200mg/dl Ll E

4. HbAlc 6.5%LL E
DODLFhHhHFERSNTIIEE

SAV A MEE. YUTE#BTIBEEET D

TEREREF AR fE 304 U/ml LLE

= P RS I fE
BABIRELZERE IV AR vIL o O— L DB ELE
MR tERERAfE 150mg/dl LA E

KB, JEROBREN L BEIEESIESE T EL LY LARAWETH L), BREREZKGET 5 Z &0
MBERFIZOWTE, ERERORNG L35,
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