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Frasier syndrome IZi# 4 clinical spectrum
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|. AROBZE - 58

AT oA FEEMR 7 o —EEEEO D DEEHUT R 5 Bt R IREE L E T F O 80TR
RIS, 2/ NREEHEARE0R 20 %2 S, ZRUEERLOEROFEETHY,
FOHPRBBROBILIIATE THD. LiL, BEEATHEDRERFEIREIIATH L. &
¥ COFETHERPATER TOBNET, TIBMA Y ¥ 7 ABE, IR BN REREE L
EOFHITHBEAET/LT 2720, KT ARARCMIRICIERLVWEORELROND. EER
WMoz ARY LOFEBPLAFATL K=V oy KREEEDOTREE Z DAEELRTHREN
TWAR, Bz bo—AREF =R, Sl BRRTO 74 BIORB THRERART
OM/PEALEIRLTVUBME A $h 0 ¥ U ARBITB AR HRITIIEN VD, BEEBRRERF T
ot FhvrsuaRY VIV A 70T+ AT 7 I FiTh~, RATMEITE M7 (35 %)
2, EMFNT 42 %EHRTH o, AFLT L Rz o RKEFHETHE O ICEAERENE < (66 %),
REFE DR, §ET 10 % & oI TH o7, LA D /NP 5 B IR BRAF 484 Cid 2001
E LD SHBRIIZERITV, PIEE AR TH/AE(CRIRUUBME A ¥ X7 A IE 7 o AR Y
CEERL, BROEHMEARREFB{LE TR AFAMTL Fo v+ n AR 2 #H LBNEER
TV 12 FIF R | F 02, BRI R BRI LIE Tt 5 Flefi eel it s S 5L B
LAL, YZaixlR] B AFAF L F=arKBEEDHADELLN L 0FDID
o nTnian, ' ' _

. B®
IR AF oA FIRFMR 7 o —EERBEIIBN Ty uXRY VEMBE AF LT L R 2Kk
WREOUA ORI R LM BRI 5.

. xR

1. BWIREHE
LITORAEDLTEhETHBE

1) AF oA NMEFMER T o—EEEE TLUFOEg -+ hE
(7)) ISKDC @ 2 W L FICHE L IBRIE TIThbh TW D BE
(VAP F L F=V oy BHARSICEHWTHLME7T /AT I 08 2.5g/dl LLFOBRE
() 4 WCARELERHOBAEIT 8 MLINIZ 2. 5g/dl LLTFIC/» 7o B3

2) BN EABEITY, BURELE, VB A Y X T AR, B o B iR ERIRRR (L SE T
oD RERETE A NTEM 2 BE

3) BEAE - BAEMN 1 8L TOEE

4) XHBI L AMBERE L BE

2. BRI
UTFTOREEOCNTNINIRY T HEE
1) ARBRE AR LIARESTEEN H 5 BE
2) BMERHREIEERE (Ccr <6 0 ml/min/l. 73m #)
3) HERRMELSRTHEH
4) BERBEEOCHHBEHE
5) BRI REMmEAEER L TV 58%F
6) Foftt, REAYEMEARBNERE LTAREE L Hiw Lo BE

V. A&

1. B8k & EEEATIM

2T oA PGSR 7 o —EERHEZE I, BRTROMEOHR LN EHIL, BHHIC
MERGL ., BEABIICX D ABIGRMOIETRE 511D,

2. PrE s X UVERINE
HBEA 7uRFY o +7 v F=Va s BRES (24ER0)

_44__



BB IR AMATFAT L Rk fiiE (2 4E0)

OF L F=vr
Img/kg/day (53 2-3) 14 H
Img/kg/ 2 days (431) 23 4+ H

Ovra AR
FS 7 L~ULT 120-150 ng/ml 3 4 A
NS UL T 80-100 hg/ml 9 4 B
S 7 LUV T 60-80 ng/ml 12 4 A

OAF NIV K= KERE
1, 2, 5,9, 13#iZ17—1179, 17~wimmmya(%k1g)vsaw

R TIT 5.
1) BMEOHREPORR (L7173 /2@M1MT)mzrm4b%2mmg@B
mem)rﬁw,EE3E%@&ﬁ%Eﬁﬁ L., 2mg/kg/2 H 2 BEETOBRICET

H2) 4 AOBETHEL, X7 o—BEREREAE (L7722 2.5¢/d1 LITF), A Bf
B HOBRICER+5, BETIHHAKE 5.

E3) ARLTWMMFAOTFTHIZEL TEI RV, R CiafEiTEEm L,

Ha4) roARY pRFEARR 15-30 RS LT 5.

FS5) BEHHEBIEEPLRAT o4 MEFHEOERE/ LGB & +5.

A6 ) HMRBRHBAKRT L, 34— 10BEEETT 2G5 1\1@ﬁtos1ommyafo
FHELLT, ReCBEL, FXRBRERTT 5,

3. FHmEAR

45 BRERTR24 » AKF
ERROEE, B (RReEE, TR
RO K, T, B
REA (~H#ERE, 77 F= 00

24 7 AWF
P vFF=2 U F IR (estimated CCr)
AR ROHER, VAR L EEM
etk (BIfEARECRE T ILOFEE)

1) —WEHAMmERE (Primary end point)
4 5 BN TR 24 o AWFEARR '
4. BEHEA
1) AR
R, AEH B, FKHE, BRREIR
o) HE. K., MT (GFEEHsars. BAtA%R 28, 1, 2, 3, 4, 5, 6, 9. 12, 15,
18, 214 AR, #HTHE)
3) WEM. Rk GXBRBALAHT. PRLARE, MM 1 +» AE)
RER, LT, REAER, VT F=ER
Ropeefzasar ) NAG
4) miE—nx, EiFEHmE (GFEBane, MmE% 2|, 1, 2, 3. 4, 5. 6, 9, 12, 15,
18, 214 AW, KTHED :
~EF oy, Bk, m/ R ‘
BUN, ZVL7F=>, [REE. Na, K, Cl, Ca. P,
TP, Alb, T—Chol
5) ruARY oM B 1 4y BB - 2.8, %mﬁl&ﬁﬁ)
PARTE 1| 2 BEREIE
MEEE GRS 1 » ABE, 4 4 HR, 13 » HERCARRET (0), ARL1. 2. 3. 4KfH
% o I R EE A BIET B
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6) BAMBTR (BAshaT, $TH)

5. (HEEILIK
KBS, w7 o510 FEREROHFBIIEIEY 5,

6. fFAeTEESE '
ARBRWME, MERTA, FIRA, FREEOHAIZTES 2,

7. k- %
ik & REFNDWTIEFLL - BREEA A, BB ITEOROBER &L RET 5,
Hk L ITIB S EANC & 5B O, Bk & BEAIC L SHROPET LT 5,

V. BEEFARRUTERRM
1. BEEREFIEK
ARE . 204
BEE: 20

2. BEHAME - 2 FM
3. REBRMM: 200491 A1B8~2007T4¢12A31H

Vl. REeiGFR
BINHERR D IR R

VI BLMOBERICDOVT
1. FHENZEEFS
1) 7L F=ryamry (RFaA R)
EiE, BELR, AR, EMEOREITEREIND,
2) YIBaARRY Y (FA—FL®)
EE, SaktE, BHGERE, 2, HARE, £ AEMESORESTHRIND,
3) AFATL F=yarr KERE
BT, SR, oA, REAR RN IBELRS, HiRE, SEVERIREE, mddE,
MmAERE, T3 v/ ORBELFEIND,

2. WERIEDEG - kI HE
BEWHMER LZHGE. BUEMOEEIC LY #HBRECRRE LIRS0 FIEEZTVE
RGPV B X D,

3. AEHRORY FV
EHRIZ L AEANERE EEZSNIBEHBE JURBREMICH I RR U BRREBEOR
HEBMPEEFERLE L TR, BEFERRE LS IMRMESHICEFHREL 2 HIG
KRN '
BHEFSEARBEL BT, THRARY OBWEITHZORRY . AE, RE, LB, 4
ks L URBREE & DRRBMRR ST D,

4. EELZBEREL L UEGHE - MBESREE LIEEORIG
BUEMIT, RBELOREPFEATETCERVEABRAMFAERS L UCERREERVNE
B Y BRERLEBESICE, EerB@lRLBEIT) &L bil, TONE ERRREERR.
BEREAMICEE L, BREIERPICERY 5, :
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5. REREHBEOEE B L URBROHIE
BBROEITRICZ2MEICRE Do THGE2, PRBITORRIZE L HY>HRBERIHEOE
BELTHBEPTULEOLEMNRE LIRS, EEERSERERORBRBEREN & EE - HEL
HBHEOLE LA VI IEZRETE A,

Vil. R2mOERE
T IRBE O RUERTE Y X A

IX. @BOXLSIVRRESHE?

I BE~DEFAR
AFEOREL, HHABTHEDROBENTHDZ L0, RRBHEOH DANSLEEA
i3,

2. TREERE MM -
ARBCEHTIERITREIATEY, FLEHELFOBBIIBHEIN AR LHE SN
FEAPERTILOLETE, RBEHYEMZ, ARBRTHEAELE-BHEOMEREICH LLEM®.
OWEE R AEEITO I E ET D, £, HELREASER LGSR, EEZEOES L

BRIz ERLBIEREEREHEC Lo RERTRFONR L2,

X. 754N —REBICHATSEE

1. BEORE
Y EAERABRIARICET D, BEICTEABIZONWTXELTLESBBE LE%E, SN
DONTEHXBICLVBREARAATLERETOBREEICLIXEBICLARELSES, . A
EREOEA R EREBEESOFREOHMIZEAT D,

1) RBOBEMB LUHE

2) REVBROGHEESFLIEREALERS (1 RB) TERE - ABEIN T3
&

3) TRINIMRE L UERHE

4) HEERBIZHTIEIOEBRFEOEEBLUEORE

5) BEVPHRBA~OSMIFE LLRWERE Th THLRFEE D e &

6) BEMNKRB~OBICEFEL-HATLHF R ERETEDZ - &

7) FOMBE O AREOEREICE LYERITE

8) BMEACHEEESEE RS

Xl. 0t

1. FEFOIEHK .
AHENTITT (Intention To Treat) BTOBSICEN>TEEST B,
L, MBEEFAIZOVWTILEEZERRICBWTHRET 5,

2. BRAT
FEBLUOBEROSITIIEBANE L ER I -WITENEMET S, Intention to
trea tMEEREL, BEAMOERRIIKapl an-Me i e r#EZHAVGTr e
enwo o diEICLARBMELTTH, MAkEKIZIILog-rank tes tZHW5, &
TR LHEMOMTCIISFEEA*EELGEE (Generalized Estimatii
ng Equation method) #3205, REAS v XA Y — FHEDKRT
I, HEEREE Loy 7 AOkFANY — FEEESTATRD S, EEHEBERTFLEOR
Eﬁm%ﬁﬁ}ﬁtkfﬁﬁfé
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AR BHEHERME PRMEREITORM T HERKFETE)
ARSI E BT BRI A K5 A AR
D120 DF HERYIERIFGE & bk S8R fe I He
Sy REF SRS T

AT A NMEFEER 7 o —EEREREICET 2HE

SBIRRE RE—H BIRETEStL Y —SREES

HREE

o ZRY R, SRHERBRYEA Y o —VEGHROBERER LB O MIML 2
LEBHMEIN TS, TRNETOEFEHRILLST, ¥27 xR yORMATHS
BoTFA L ar@AniGe, I T7EERYIO 6 + AR 80-100 ng/ml, TOHD 18
» A% 60-80 ng/ml MR AR EENEBRNES TEEHE LBV I EAALHIER
T, AL, LY MPEVMHENREET S ELENH VIR R) vl v
Va L WA XA—FANERTLEATES 20 . BRSNS TR, PR 2 EM%EOR
FEMETHD C EOEAMNRREINTWS, —F. BETIE, KEOHEERCHhA—
FAOBANLRTWAILIPLLT, JREEBREE R 7 o —FEERICHT 265
TERERBFEZHA L TR, B, Brld, LROV 74 L av@fiviciks
FEERUAETAA-FAL@ERE LICBEOFMEC QW TRE L, TORE,
YTA I 2@ AV BEOERTOBRER. ISR OHEEBEOHBENTNEN 0.6
EYE, 16 BTHLDICZLL L, FA—FA@FAWIZEESRENFI 05 BIHAE, 19 HEXK
Hhl, PoFA a2 REREOHRETRTEZEI DN, ThOOERELLEL,. B
TRESMIER A A FNOOKRE FEZERBTHILDOEERICL DT & Lext
MEEE LT, 2 A—FA@FRAMREL L, A (FF7TE=4 D7) 5% 6
# AL FT Z{E 80-100 ng/ml & L. 74 ABMGIEEMTF 7 60-80 ng/ml T 18 » A
(3124 5 AR BR(CTE=4 U 7)1 5% 6 » AL C2 B % 600-800 ng/m!
EL. T ABMLIE C2 BEEE% 400-600 ng/ml T 18 » AR (3t 24 » AM) E6FftD 2
BEMEIS AT 7o ba2—A 2 ER LT,

A BHREN

o AR i DMRGEBEY T o —EE
BHOBREMEESMIBLEED 2 EMRES
NTW5H, ZIETONRERERERIERIES
EA2ERMERT ¥ LMERBRBICL>T, &
2aARY DHPRTCHEY 2 TA 220D
7 7lE B O6, AMB0-100 ng/ml, TOHDIZ4
A% 60-80 ng/mUCHER L1248, #5280 BE
EMBEET. BIFALLEHERTHDL LN
BAbhdiol,

FRIZESA LY, HrFA 2 vl ) Py
hENEETHEENDV IO AR v 7o
v A A L@MBEW TG E AR
Eah, BT TR, KEOERTRA—FLENH
WHRTHSH, HEREEREY A7 o—2ERH
KT 2 TRELLBEEZIALH TR,
AEFEOMEEML, ROV FA 2008
Anic R FHiE LR UHETRAA—F @5 S L
ZBEOHEIHEITS>VWTRIT S E L b, SR
WE4T B A 7 @O it F IR B E O R i & AT
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L. ZORRE D /P REBBRERA 7 o0 —BiE
BRILHT A4 —F L@EFFRED T ba—
REERTDHIETHD,
B. WRHF®E
NRE RN RBEEFRES T, RIE, fko
BEFE (5% 6 » AMIX b Z 7{E 80-100 ng/ml
EL. 72 ABMLITFT 71E 60-80 ng/ml T I8 »
AR (8t 24 » AR BFD T, 74 220
Mo TAA—F @ Avio oA oy PEFERTT
bRTWd, ZOWRFTEITETHDIE, IhET
D& BB LNIERSOBRER, ERPOREE
BROFEELSOWT, ¥ T4 320050k
NETOT—F LLEBRE L, £, *A—F 1
®FMRERT (M7 7 CO), WAR1%EE (CL).
2 kst (C2). 3Rt (C3). 4Rk (C4)
Dr7a AR o BRESZREL, NRCKTS
FoA—F N@OD M P EEBEEO R L AT L,
(G EmE ~OEE)
BHERBROBEERROXKREB/THLRTY
BOELEAADI L, HICUUTOSRICAER L TH
RHEITo7,
L HAEFEORGE 2 DHEADAEOHEY : D%

DERCE LUEFHESCRBRINDIILEBHHM,

MEROEFALEIT IR ET T A A —HGITITR
REHBETV . EREBAORERCEL THE—
BRREND I LTl F, RAREIC L DEFEMLS
BLBREEBLOEEICL VAR EDPIETH I T
HETHD, WRPILELBEFEAMCK L—UDTHF)
BWEALRWEIICEDS, ok dic, BEME
ADTF A R —DERH L BEOTHIIC 2GR0
LAEDDB,

I HREOHB LR IEICHBELROAELED
itk BEESA~O NEFRFRICOWTORAT)
FHVWCRAZTY., TFHRHICTEEZHDIZLICX
DEE—ENRAOBITEREOREILED S, &
T AREE QL2 G FRERR Y BEANCHLRAZIT
Uy, ICH E-LL IZRID A 74— F 7B M(BEEX

X ORELITI,

M. MREFILCLVELZBEA~OFRARE KT S
BRftE  IEEEIRE NI, [REERIES L E R
BAELIT, HEERLBERCIFZEEE L,

L DRI EE D T LIl LD BENI B L
BT DI LICEN, BEBAIT LARRLER
BECLRWEIED D, FRIELfEEA4 L7 fge.
BHICHIR L PR L. RRIECABIT S L& 1T
Y, MWL FEWRORAERIT, BHHICELRARE.
SEHREECHE LTOFMEEITV. RBoPik%
BOLEHEERE L, SETHNEREICHTHR
LT 9, '

C. TFIRER

FrFA 2@ BnEEE (N=24) OisHEd
OB FEEE, EHFPOHEFROBENENEN 0.6
B/, 16 BTHIDILL, FA—FA@% H -
e (N=26) IXERER 05 BE/E, 19 %E KER
LB orTFAIar@LlRE0HREFRTLEERLD
i,

T, RAOHRE TR, Y7 ARY A MPRE
D=2 KENRNIRE | BERH DV T 2 FMICH
HOICF LT, DMRTITE 40%T 3 BRI
— 7 HHHETTR, BREREL THD ERF—
BETLE—/BMEEBDTREETHY . (ExRE
EENTWA LD by o ARY LR PTE
FEETHHZ NP Lot ok, SEOD
B TIRHEHITREILRA—FARFAML T,
D. %

A= T ABTE, RREH»LFHBIP T
5#%ABMETCOYI R AR RERTHD
AUCO-4 NAETEDRINOBVCEMHICIEZDS Z
EARER SN, TOFA#LBEERTHD, LA
L AUCO-4 2BHT 3 ICiBEOROLANETH S
feth, 1 RA L TORBEBIBLERMAA b
TOMME RN LICER, NR 2 MO LPRE
ThHd C2 N T 7l C3 L < 5T AUCO4
EOEMEMRE . C2 A AUC0-4 DIARA - b
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LLTERENLY,

Mahalati L O FREBHEEE L R L LI
prospective study Tid, B#%E 3 - AH6 5 BLEANIC
AUCO-4 75 4,400 ng* he/ml LA TEBE X EFNIT,
F ) TRWVREEFIC L TAMERR RIS H EIC
Lipipolo LE SN, BEMEICEITS AUCO4 £
=F Vo VYOERBEMRRENE 2V, FO®%, 4T
HOREITN—T12LD C2 T=F U TEfvTs
BB ER &, BiEE 7 ANNICBED C2
L(1,500 ng/ml) CHERF S AT HE B TII BB
RIGDBEREREN ENTEANL Y, 6T 10
AE 30 MRS LA RRBE R RSB L R & h,
C2 BREE 1,600-2,000 ng/ml IZREEL. FA—7
KB, AT A K, MMF 5037 HFF4 7Y o>
O 3 FtAREMERIESAV bR, TORE,
BHES BETIC C2 B EIC2)E LER T,
SEESERCOHEERERSHERAThH L RESN
=P ke, FBHETLEBERER 2 T4
TOHREIRERTNS ),
IhODOHEIINBHEVCHBEICST S 34—

FNRC2 T=F N o VOERAEERTLOTHLD,

F7u—PEEFHIIBITA2RA—F10C2 =41
I OFHAKICEAT HEETRY, LEBoT, R
A—F AR AV NEHEBIERE X 7 o —FHER
BEOWRETH, P 7HEIILVEERERDDHE
EC2 L VESRERDABETOH ML L
UM LR 5 LEX B 5,

- KBTI, HARBTAFRA—FA@OMYPEY
BELAIT Lz, TO/E. RAORE CIE, 7
AR Y L PREOE— 7 IR ENFRE 1R
HBEWNT2EERICH B O LT,/ TH 30-40%
T 3 FRILIRRIC E— 2 B 27T TR <, FEER
ELTHDEM—EETHE— 7 RMIIHED TRE
ECHD, ERFLEENTHWAEIV LY 70 RARY
VEHMTEEIREETHEIEMNHAL LR
Joo ZOZEE C2Q BT=F VL TEITHI ETHSHT
FHLZRTHY, TOFREEZREHAL, =28 12

R TEET AL REFEE TRTHDLERD
S

R, BHGIE, RAOR 7o —ERERERET
A= FNOERERE LI 2N BELT
W6 EFIIH LT, BREBREIIETLELIA S
BlTe—o 2R % 12 BREICBIT LIz BE LA
Do FTibb, RA—-FACORIE, (EXHE
ATV LD LEIDEEEZZITRT VI LARHL
MEigol, RR, SEOHKAOWETLRA—F
NWBITREREINTEY, NETHLRETRGICE
BE4H2&T, E—7HPR%E 12 BEICROhS
BEBEADNY — EIETEAREEENEZ SN
Do i, AL K2R OV O BERE T/NE
27— VREEREE 14 L5 RBIIFRA—T LD
BAMREGIC BT 57 o0 AR Y o Epm P EEN B
i, Zo 14 Flik, T 7 ERIEROR LA
LIZEFHICRA—Z RN L, NIRE 15 505
60 77 E CORRICRELEBR LA, 14 #) 18 @O
BIEDDH 17 BITHARE 1FBICE—27 %2R0, 1
FITHRE 2 BRI — 7 AED B (Ex Kb
FME), Thbb, BEO 15-60 FRIIARA—TF L
REBETDHE, NETHLREDERTHREE 12
IO REOCE—/RFONITD,. ZOks
FHEEBWEGELEI Q 2= ) 7 HT52 &
HLAREL EX bR D, 7eis. Novaris #EMEITIT-
o7 o — MR L, DAETI RS
VERET 30 e LTV HBRNENEDZ ETH
2T,
AA—TNODHE, EEREE ERERSTO
b7 (RfRt: 12 BEED IR EREE R0 E
WEENTHE Y LT, X4 —F L08R
FigEE LRI 7ETCE=F ) /T RS, B
TE, NREEBYE S R BB S 2T » T B
By MR ER LIRS HE (RE%R 6 » AR
7 80-100 ng/ml L L., 7T ABEMLLIXFT 7@
60-80 ng/ml T 18 » AR (3t 24 » AR} 58 T
LunEEbha,
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2002 £ 2 A TR E R A—T LD C2 =
FYTICEATOIERR T B AT A
47 (The Consensus on Neoral C2; Expert Review in
Transplantation) CRE EN KA BBETO C2 B
B, BE 12 + A LIBEOMRH T 800 ng/ml
EERTWS Y, THhETONEHERTH R X
o—EERED Y 7 2 2R Y SRHFEOT R ha—n
T, #5%6 » AMIIEBEOHERE L FIERC
+ 7 7 (80-100 ng/ml) #EEFELL, TOERE
LY LRRE 7 7 (6080 ng/ml) ZHIFL
LC&hZenoBRT DL, A —FL@ERR
BLHEL QETE=F) 7T 05EE 5%
6 » At C2 EfffE% 600-800 ngml L, 77 A
BAbik C2 BEEE%E 400-600 ng/ml &1 555
EAREEEbha, Zo C2 EEXBEEITRO/N
BB B R BRI RSB T T DM vy b
WL LIFE—HTHHETHL I EMOELEDR
THMER VLD LB s Gl BEME), F1,
FA—=FAOO C2 F=F ok, Rl
LCHREE 2 BRI ICTERRICIT D _ETH AN, £
BEEIAY 2 BERE = 15 LN Thhid BT 10 %
EORZOFMBETCHETE L LWEEINTVD,

E. ¥

HHTREMIERL A - T 1LROREHES
AR TALODERRICLD S AL RBEERE
LT, A4 —F1@%BWREEL. AR (M7
BTE=SUY) 5%k 6 » AR +T 7l
80-100 ng/ml & L. 7 AE»GiL T 7{H 60-80
ng/ml T 18 » B (3 24 » AR WHH. B B (C2
TE=FY V) REHE AR C2 BREEZ
600-800 ng/ml £ L, 7+~ ABMH» LI C2 BiEEE
400-600 ng/ml T 18 » AR (3t 24 » AM) HEHO
QBELEEEITY U ha— B ER L,
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