KIRMEAR B JRA RO MIE 1GREESE)

1.

BME
KIEMHEE B YRS 787 MJE (familial hypobetalipoproteinemia: FHBL)1 [ B AL EE EERKXEL
LIEEHERTHD, 1987 FICKFERIZEWNT, ZTRUKRFV NI BLATITHRBIEWD, ) DEE (APOB

BIEFEE)NRESNIz. ATORSKREEBRMNSHRELDN FEERSKEHTHL ~ATOEEERE
REESERIE. HRTHEROLIALATO—IIDEDNEE, BE~NDRISHENEELRY . ZDEE(C

BWTERBOREWNET EZHENH D, PR B IFOALATFA—)LOR) S 2S5AK (triglycerides: TG) &

RAEHB A~ ESFEIELLE)RA> /N & (very low—density lipoprotein: VLDL) . BB N AEAME 2SI 40

IRVF—RELTDIEEZRIR-EW T 2NAOIVOVEHBHIT 2EELRIVINIETHS. TRBDE

ELHEEREZL-09 APOB ZEDTERESHRDHERICIE, B JRI /D MfE & EHRIZAERATRIR

BEELZNICLDIEBMERASV RS fE, ELLMEILRTA—)LME, REMICHRFMEKZROH S, 5

BUHESI  DHFEEELE DBEZITIN., RKAETIE 30 RATRETISHITEETLLEELL ADL [FF

ZEYLHREEE HEETEERL. ChAERFREELT B,

2. [RE

TR B [F DMENORERELGATGREAMEEISVEARRNITIRY ANS-HODAAOI/OLZE SR
VINDETHD Flz. RIS E B DEFCEROREFITHRELILATA—/LP TG ZEAS VLDL #i5
BRI 23 I\)ETHHD. APOB BInFHERABEEDHREERSAR THIRKETIE. h4O03H/AY
1° VIDL BENER - DM TES , BELIEBME SIS QRIRPEELNZHRICETEENS1=H. EL )
RE O ME RO ZELMEIL R TO—/LMfEEFRL., EEOBEEEEEXT,

3. fEK

4.

RERARIPEE & ENITHSIERMEE RSV ORIREE FFICEFSY E R2Z)ERH D, EHRIROE
BICKY EEGEAICITRIAFBEELIIAFLMIEIAE, BUETH. BHEREBTETEE7 5.
T EBRMEAIVORINEE(CLY ., BIERREMLGE DIRAEIR. £ HEMEER B/ EMIC
FHEFKRFCEMERE. REARESICLIMNRETORRGERGE)ZET S, ZDEMN EFS
v K RZIZEHHMIER LD FEIC R DT EBARFEEEHLIED.

BEE

RABREIHEGHEREDH THD, IBBMEASV DHFREEEITON. HFICEFSY ENEETHD,
H'RIZIE18 1,000~2,000 mg, FAIZ[E 5000~10,000 mg DRIHPRKEHREGIZL>THEERDRER
VEREZBESE DAL H D HILFEKITH L TIXEATIR. HICREEHBREFIRT 5, XE
FEFEICHLTIFhIAI/A % E T (CRIREN S T EEAERA (medium—chain triglyceride : MCT) #1559 4C
ELHBH(FFL MCT [CEAFEEDFRDAREEICITBETILENHD),

5. %%
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BETIE 0 BATEFETICHITESTLEELV ADL BEEZE2Y HEREE  FFEETERL. chh'E
MPREEET D,
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1. BEH
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3. MEMIEERAE
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6. EEENLE
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AR ERRAREXRARMESIEMNEICE I SHAEMRI
MRARE EULRRSFARCOS—HRR FEHRERE HREEF

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

A ERR

1. SHAESRAER BERARURERIC L ZRERA1E. BETH. IBMH ., REELLE)

2. MREEIR GEBVKER. EIERE ., REMERE CEIMBRETORRITAKRGE)
3. MRBERETME (RE. AHEE. RAETLRE)

BREMR

1. MA LDL-ILXTHA—)L 15 mg/dL K& (Friedewald (=& ) RFM 7HRYHRE /784 B 15 mg/dL kK
i

2. FIEMMEE THMRFIMERDFE

C &AM
LT DHREZENT .

- B V)RA N\ MfE

- NI AU EFR (75— (Anderson) 8)

- FUR AR RE TUHEFE
KB VRF N MEEDFHEREGEN L. KADT DA TIIRETHYETFEEDREEET HH.
UTORRESEICEATIEETH D,

RERSARIREDSE 1 EEHEEOILATO—)LIEE

KIEMHIR B UARA /O MfE (FHBL) 1 (X ERBARLBMEEGRTHA-O. F 1 EEHREOANTOEESHKIC

RAEMEZRH DN, L VRAL /NI MEFEFBALSHEEERTHY. F 1 EEHREICRIBMNELZROL
W, - REOMEBERE -MHP7RBRE. BAMEEAIVEEDRELSE(CLS,

D EEFHRE

APOBEIGFHEERARIL R
<gHohTIN—>
Definite: ADE TRUB-2MD14IBEDSH1IEH LU EEEZL. B-1%iE-L. COEAI T NEFEEBERHN
L.D#E#E-TED,
Probable: ADE TRUB-2Q4IHEB D521 H L. EZHT-L. B-1Zi#H-L. COE AT REFEBLIRIIL
=M,

<EEEDE>
ERERHEBEDCEERETET, PFEULEHNRET D,



I EWGEDRBERREUTORMNT A DERIRT D)

a AREREELLGWD 0
b XHERED=-DIELNDEYZER N EREHREL TS 1
c RERERMGEYRENPETERL 2
d SMERERICFRER, IKFEEBELT S 4
I BEXEABROKR (a.b LWTFIM DERIRT D)

a BEHIRGEHFICBENILY 0
b BEOREHRHIVIT—HUEREFHIRILETHD 1

* BEZERBIZDVTHDEBEREBREDKRIE a XL b T 5,

- BRRBLGEORBEST ICEERELLRE (BREE0)DME (UTOHRMNT AN DEE

R %)
a BRICERZEHEL 0
b BEOEREI#ELTLD (BRELTEESEEMD DS 1.5SD Di&A) 1
c PEELEOREBENBELTLS (BRELT 1.55D M5 2.0SD D) 2
d SEOERENFHELTLS (BR&ELT2.0SD BLEDERR) 3
y REDEMESHEER . MRER. FHETITOVTOFHE (LU TOHEMSNThm1DERR
35)
a BEZROEN 0
] BEODESTERHS (BRELT.IQ70 KRG OHBEGZELRAL-BILSITAAIEE ;
KIEEDES)
c hRREDNEEZ2ENHS (BRELT.IQ50 KFOHILSITHNRARELIEEDES) 2
d SEDOEETERHS (BLRELT.IQ35 REVCIEFELEYDIKE) 4
V BREOEHFEZICEHITLIFMUUTOHIASWT AN DEEIRT D)
a HFiE. B, DRGEIHEERES NG 0
X FRE. B, DIEGE ICBEMEESIHD ;

(BRELT. ENENDORBHEEICIIREREZRDHDHLD)
Frii. B, DigaE I FEREREE HD
(BRELT. ENENDEHREREICISERZRDHDHLD)
AP, Bl DIECE CEEREREENDHD. HOVIBIEERIVETHS
(BRELT. ENENDRBHEDEETEZEHDHLD)
VI EFEOBIL-NEREDKR (UTOHALWNT N DERERT D)
a B L= EA TR 0



b RIS DN BIALE
c BELEEDETHNMALE
d E i FERNDE

=i

I VIETOEHER MR #ZE L EICRETMERE T D,

(MARDEEMNMIDOTELHDEE B
(2)2RAUEDIEEAHY. M OMRLIB A6 R L EDZE BIE
)AL RBMN3—6RDIEE PEE
(A MAL-EREN0—2RDHE BXAE

ST HLYE N OVEE FE A3 B OIS 2 38 1T % B A

1. R4k _%wé%mﬁh\@E%ﬁ%m%bf\%%%@LK%&@ﬁﬁﬁ&mﬁA AN
NOFFH O L DEHNTHZE LI W (7272 L, UrEERORGE 2 /R R ARIEIR S TH - T, M

BATRER b OICRS.).
2. BRI I B RIS OV TIL, EEAREROERO T CIREMTOR TS
. EE 6 0 B R b AR A BRI = & 2,

3. 7B, MEROREN LR OEIEENE T EL LIZEY LR WETH L8, @ERIER Z ikt

DT ENMEREDIZONWTIR, ERERONGET 5,



288 HOREMEZRXMERERFRZIE

1. #§}=E

mEEERFHINEMEDOEEERICEI S TERMEICERT 5O, LMEOEENTR ELST:
Y. BRI ERIB AR T HF-0IC, BREMX(FLENEFICELCEEHNFEREZES 5%
BTHD.

BEERIICIE, TR TOMEREERAFISHLTEEMMAENELSD, CCTIH RS LHEERFDIELE
&Y. DIBECREMERRMERESE XIL13 FF (FXI/13) RZ 5 (BF: B et Himis X J.
2) B REMERMEERESE VIL 8 AF (FVII/8) RZfE (RRMMRFA 1. NBEREEHERYE
von Willebrand factor (VWF) R Z fE (B 2 R & X4 von Willebrand Disease(VWD)) 1. 4)[HE ®EMH
BRMEESE V.5 FAF(FV/5)RZAE(WLHRHDFV/S5A40EER—) 1.5 TECREEHERMEELSE X
AFFEXN)RZHEID 5 ERERRET D,

2. FA
BERKIZEDENEN DR EEREFDEHREE (LW H/EES—) ., BBk LAZMER
HFEDREESENRRISFRESN SO HRERAFNBRDT HE(VIT I ATE) Y, HllD
REREGHIGEEN SN EHREND SHLEREE - REMOBCRENER. BEMEE, BREE
BE) R DIBEFOTNEA . FEFIDHF RIIHERETHE BRMICBCRAELNELLRERIFTF
BHTHEA . FEFHEET, SWMEICZVEhoMELEZD—RHEBEHLND,

3. fER

1) BEfEERRM FXU/13 RZETIE, —#RELEEEIRFRE (prothrombin time; PT, activated
partial thromboplastin time; APTT % &) DIEIFEEFHFHICH DL M HET . BRAHMY 5. ZHKMHE
QEERHAM (B - R THE) QHEMMN LA, EOEREIICTHHMT SalEE A HS. RICKEH MM
TEHEDTEMZEEST L EN S HMESavIFRECT CEEH 5, HMEBFIICE>THRALRERK OV
IN—RAVMMEEBORUEEBLE D EHHE) DNES DA REM 1V H S FFICEEE MMM, fRFEA H
BEREAH M, IR MAE (E, BaRRIELEY 5D,

2) HEREMEXM FVI/8 RZFETH, HMFERNEELLD N L, TARLELE T H M O
AHMEZHET L ENLZLAD, MERFBAGERM FVI/E RZ%E) EELY . BAETREMITFENTH S,
YEIC.BEEN. WIEA. BBIERHMOREEHMAES L. BMGEHNEEYELIDTIENBETHS,

3) HEREMEXRY VWF RZFEDHMARKIE, BHTLE THS. EHIL BENSBEEDLDE
THEHADEFEEQHMFREEZARKET L. FNIBBELOEREEQHETRITEFNLFEET S, RIS
AXEHMLTEM, Hin4 3vHERITELNH D, tFICEEZEAH M, BRI H AL [E R L1
B

4) BEREMEXRMY FV/5 RZAEDHMAFRD ., BOTLE THAHD ., REGHMASEHIEEHIMAZ LY
ERNHD, fEHE. BENSBIEMEDEDETCIELADEFEEDHMAFKEZERARET 5. RELD
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EEOHETTEFNLLIELIEREET S, RICKECHMLTAM, Bl avIFERCTEEH S,
IS RO FERIBEENHONERTHIDTEENDETHD, K. HMFEBELEZ LN
TEEA, EEHOE DAL,

5) BCREMERME FX RZEE. #HE-E THOGZERLADHEMAREE T HIEMNEL, MR
THOMHEENEL., EERHOMERBICHFESN . HEREO DS LY SEEEA BRI IAEH]
DH/ELHIDTEEIETHD, thD BEREMHERMEEERFRZHEIC RS EAEHIDF ) F kb
VOB DREED-BEEEICLRETIENHIEIBETIVLENHD. BE. BHICZLME
mhH5S (B 3:1),

4. BEE
A. IEMEE
BHEDEHICIE, FTEDRERFHLERBLTWDIHNERERLTH S Al RHHR O H 5 E E Fi

FEEEZINRET HIEMBEEERT IDLENH S,

1) BEREMEXRY FXI/13 RZFETIE, LD FHIZ FXI/13 BIEHEFEHTT L EHANET
Hbo =1L, BERKICEDIVEESA—OREE SRR ETENHEDT, HE5L- FXI/13 8
BN ZELCEREATHREESI-O. EMTLFETREEDIEE  BMEHADINETHD.

2) HEREMEXM FVI/8 RZETIF EBMHMICHL GROMIUENFEZEESTLILEND
Bo1-f-L. BAMDAVEESZ—DNFET SHIHEL FVI/S BFREEICIFIRELENCEAZ LD
TOEMHEE VI T AFILERIE IOV EEERREERE TS NN RIEMEE) .

3) BEREMEXME VWF RZFETIE, (kM DF=&HI1Z DDAVP(1-desamino—8-D—arginine
vasopressin) X |& VWF & & 5tE FVII/8 B S EIZ1% 5450, EHIOE AN EPHEIZLS
TVWF QEIREELLFEHNKESELGLIDT, ENTN DG DAEK - BRI R & 1= RIE
BENMVETHD,

4) BEREMEXRMY FV/5 RSZETE . EHEHMICHL TGROMNIUENFEZEEST LILENH
%, 1=12L. FV/5 BIESFNIH RSN TOELD T, Sl Edm g RSB E f/MR (FV/5 254 s
[CED)VLBEFH/EFTHIEN B FEMEHMAEVESGI T, & A H RN HIRY SalEEMEA
HEDTEEICOI>TIRBLGIZBBRENNETH D,

5) BOREMH®RRME FX RZETIE., FEHEHEMISHLTEONIILEMEFRETIHELDH S, 1=
L. BHAETIE FXBRBEFEHRSN TULVELO T, HINEIZ PCC(TOMAVE VR A KRS
HED . GEHR PCCLEELETRETIDNRAITHS, BEMKIZKDFEEEFTOVITIVATED
O IEMMRIFBENELDIEDAHIDTEEIETHD, REDEEITHBRBMTTRELT
LR BERIICIE FX BEBEHNLEELLD, DAETERRSNA TLVEWND T, FX EZD 1/10
EOFEHEE VI RFEVI/DEZERTHEHE FVI/T-FX EERHFDIZRSENAREDEIRTH
%

B. fikiR#E FRERE



HEARZEHEXHEERFRZEDEDRREIFIFHATH LN, ZTNTIDEERFIIXTHED
RAPHODFERTHLIDT, RERIEEHNATHEHADOELEZLDLIVLENH D, FEFIICEST
RENFIEOMENELY ., B— e EITHEREINGL,

1) BIBRERTAAMREDL VOTART7INGE DREIFIENFTHNTHAZEAZ L (SHSEFR
EREBIIREBEIEHEL) , HERF . MARE . BREELGENHDBZEE. BIBREXTOMREDR
E#1#2%,

2) AEERMEOEFIZE)YFTT (rituximab) L UVORKRYY A, THFA TV LREDKRELE

B9 5 (ZHIFRAERRES L7,

3) B@E. SRAEA4L/5 872 %E:T (intravenous immunoglobulinIVIG) [&H#E S TULVELY, F=75L

E REMHRME VWF RZETIE, VWF LNLEZHAMEBIESEL LD H S,

MERICEETHBEE. AT —RMICRET 5-OICMERE, REREREZLEET

%) ff:-"fL HEefEEEXM FV/5 RZIETIE., RBFICIX FV/5 MREEZRIL TMERIRETE

T HIENEEMTHD,

5) 3—0v/\T(E, BEREHERXME FVI/E RZfE(C FVIL/8 5 LRBFEHNIFHIED LHIFAICLD
BERBARELAALNTILD,

5. Fi&

1) BEREMEXRME FXI/13 RZEDFRIIFRTHS, HMICKIERITERANBUVOTHEZIS
NAHBIHFI1E, 2DHHICHMIET BEH 18] ERICHIZYBELTHNIES 56018, BT
LCREBRETOEFIKI2E, AR 1 ERBTREDOEFHIN K28, BEfEPOEFHIHSEITH
%

2) BEREMERXRM FVI/8 RZMETIL, FVI/8 AV EE 4—(&, REMHEEICIYN ST AILER
FTEHIENSND, BT HTELDHN FVI/8 HEREAREL TSI ELHY . EHHREE
SURVOBBHEENVDETHD, BT RFI2~3E L5 HMMFELYEFENFIEED O RELETEH
ZLNDOT. ELGEENLETHD,

3) BCREMEXME VWF RZETIE, MENGHNET SEFNSBREMRT HEHNFETTFENS
BRTHAN  BBRICERLTREICHI->TEET HEHILHDELEN, ISIT, W ABERELI-&IC
BRI HERALHLDT. EHRNREZEORIBORBHRENVLETHD,

4) BEREMERXRMEFV/5 RZAETH, BRAER T HEFNSHIEMHIZ R T EFHETFENSH
THY BBRICERLTRECHOI>TEET HEHIL VLGN, ISIT W -ABRLIRICERYT
LEFLMESINTLLDOT, EHMBRELZECRIBOBRBHRENIVLETHS. 4H. BRERSN
=BG KDESITH FREMERIPBRHONLAEEEAHHD T, EHNLREBBEENDETH D,

5) HEREMHEHRRMYE FX RZEIL. BEZHSNIZERISED TOHEN O ERLEFRETHTHD,
BOHTOHOEEZHIEFDELO TIE. RENGIEEZTERTHEN BN, REBEEVERZ
EHDLZDIRYTIFALY,

O BE#HIFEICHELREHE

1.

BEH



#3700 A
2. FmEOHE

TH(BCREEBSEBOBRENHE SN INEIHAIN TLVEL, )
3. MRMEERAE

REE GHERZECRENFIZFEZAVSS D ITHEILSN TLVELY, )
4. REOEE

PLEGRAET .  ERLEMREERYIRYT )

HY (MRIIEREBAMZIE MPEEDZEELE)
6. EREENLE

BEIVFEMICEEHOF 1R EEILFIZEERNEL. HRET D,

HAMKREBEBRERAREBXBCREHEHNEREDOMITAILIDI-ODEERE LML ENIZEREHD
YERC B ZRBE
MARKKE WWBXZE(ERE) 2EHER —#HEF

BAMEIEMPS BREMRBATAESAVEREZEES
RKEE ZFREHAFE/NEHE A£ZE BH—H

BAMmzEMZE BCREMEHME FXI/13 2HEEEREER
KEH IRKXZ(EFH) HELR —HEH




<EEREE>
1BECREMBRMERESE XIL-13 BAF (FXI/13) R Z4E (1B : B f& M M XI: AHXIL-13) DEZH
Definite. Probable Zx£&3 5,

A. fEKE
(@BE 1 FLURNICHEIELE-HMFERLHS.
(2) Xt BiEtEEE FXU/13 RZEDREEILIL,
(3) tH 4 B D BEE LY, $FITBE @ A I & T (hemostatic challenge; SME. Fii. ki, ik
BE) I mBAEL,
(4) s EE LR M/MRELE DBFIIZ 5N,

B. #&BfMR
1. $FEMBRETIXIV/I3 ICETAUTDIDNEEHDOHNIDULDEELNHD CEEIFEN. EEH 50%
UTF)o
(DFEXI/13 EHE, FXI/ 13RS BE . iFELHET,
=1L, —EBDEEH. HIZ L, 51 FXII/13-B YT 1=y B EnAIRRDESITIE, TELEETD
B HAS FXI/13 HE|ZKBAEICEH>THBEELLEBEHIELEENH D, FXI/13 BN EE
DIETIEAEEZES thOBEHOEERFOETZHF->TEE~DEEICIET I LI5S (ITEEN]
I & N £ EE %2 (disseminated intravascular coagulation; DIC) . EEDFEELEIZLDIZRE
FXI/13 RZFETHAHENZLY,
(2)FXII/13 thiE M GEM R E) i1 FXI/13-A YT 1w BERALNRRD FLAE DREFITITE
TFLTWBA, i FXII/13-B 4T 1 v B AN RRDEF TIELEETHD,
(Q)FXII/13-A H T A =wh, FXII/13-B 4T a1 =wh, FXII/13-AB, HiRE 1 FXII/13 BEAD2A
T/ HRIZEST BALEEEFTETLTWLA,
2. EEZWMABRE
(DFXI/ 13 AV EEA—DEFHET D",
BENLGTOE=THREESCTIVRYAHFELGECLDEEMTLOREESHER (37°C T2
MR GE DEERIEE T,
(2) i1 FXII/13 BEMELNFET L.
AL/70YkE ELISA, AL /203X 0EBEDREZHRETH L,
* IR, EFV NN VBENRRTHHELIFERDBENERH DD T, BRZLTNICEDREHNFIZE
BEICLSIAEZERICEET S,

C. fBERIZH
BAR (XM FXI/13 RZHE (SH 1T 5 EFEHME) . Z R FXI/13 R Z A (BRI E A5 EE X5
(DIC) . Fifi. 4ME. AMEHE DMAREMES. EEFEE. FEE . A/vk- L0541 EBR. B
RIEMBEECEEERBX. 70— FmaE)]. BCREMBRM FVI/8 RZHE (BRMEMAR A) P&

-10-



K14 von Willebrand (VW) JEIZEE (AVWS) (45 IZB 2R EME X% von Willebrand factor (VWF) RZJE) . B
CREMERMEE VS EAFFVE)RZELHEDMDETOECAEHEXREHEMFBLEZRNT 5,

<BWohTI)—>
Definite: A2 T+B1HXUB2-(2) ZFiifif=L. CEBENALI=ED
Probable: AQ £ T+B1HLUB2-(1)ZFimf-L. CFRRI LIz D
Possible: ADE£T+B1%i#i=34D

<EEmRE>
1. —iRR B EIRE
(D) MR BEFESE
(2)PT EAPTT: BEIFEE
(3) M/MMRE BE(FESE

2. TOMDIRE

(1) /MR FXIL/13-A 3R E (HAHULME FXN/13 FF M) - g m/NMRERAREL TRFE T HLIEE SN R
HENEDT, Xt EIEH FXI/13 REZFED A EEHZBRNTIDITHEATHD.

(2)F13 WHIIE 5 EAER - 1 FXIL 13 A DK ZE BB THONITESLCENH D V)T IV AR
HERATIE. FXI/13 ZEF T HMBREFID FXI/13 REEDEIREPEBHEHET LIS
£oT, BREDTTEMNRRECLE S, =L, BRETTE IAKEBIHENLGA R TEAL, PREGRE
Tl XM/ 13 JE D EURFE O FEZF T H T 5 LITL>T, FXI/13 FFHEENERIND,
FXI/13 SEMEMEEZRBICHE T HELLFER CEE MRS LHETED, Cho DAL, R
BN S FXI/13 HEIDE S E MG, BARME DI MAEGEZI TS ETEERATHS.

2) BECAEMEZEXMEEEE VI8 AF (FVI/8) RZE (B XMEMAKA) D EA
Definite, Probable ZxI& &9 5,

A. fERE
(iBE 1 FLURNICHAEL-HMFERLH S,
(2)Mkm AGEET FVIL/8 RZJE) DRIEEMNLILN,
(3) HmEBEDBRERELNLE FICIBED LI B R (hemostatic challenge; SME. Fifi, tkil. 554k
BE) I Himb Ly,
(4) g EZE AT M/ MR ELGE DBEIIR S L AL,

B. R&ERmER
1. HFEMNRBRETAVI/S EEDLUTDIDNIEEDRI1DLULDEENH S GEEIL FVI/S SEME. FVIL/S i
[RENEEED 50%LLT),

-11-



(1)FVII/8 ;&M (FVII/8.C) - T ELLET

(2)FVII/8 SRR E(FVII/8:Ag)  BEIFELIET

(3)FvIl/8 thiEM CEtE AR E) BEIEELIET
2. EEZWMABRE

(DAPTT XEEEHABRTAUEEI—RTHS,

AE{I D M 3% AR X B D M ¥ 2 SERFEICHF RS L T, 37°CT2RMIMIEL THS APTT ZHIES
%, TAZEICTHNIETRZE | TAUEEF—[EM. LRSS THNIEAEEZ— | THMELH
95, 5B HUVIEBERAEEROI—TR7FaAT7ISULTIE REERICAPTT ZRIELT
LEERBOEENZROHOLNSDOTERIESE) . EAIERATHD.

(2)FVII/8 A2 EES— CEEIGIRF) A FET .

HifAE: —FEEDEEFBMBTICERAICEERRLIEFOMPLESL T, 26H 37°CTIE
LTHSHEEF FVI/E EMFRET S (RERFTE) FLAER (4T 1) EFTLEER (8172)4
YEES—HHY . BEREMERBATIIEENLZ DT, FR7F FVI/S SEHEN 50%FBX -HRERE
BWTAoEES—HfiZEHTELEL,

() #n FVI/8 BEMMK* N EET S,

FEEEMETUAE, FITIEERER ((L/TOYNE ELISA R A L/JOXNERE)ERAVTRES
BIctEHESN S, FVI/8 A2 EEA— bbb AR FVI/E HEHAL ., REFHAETHRIHS
n.WEICEET S FVIE BERALHBICHEET A LN AIEEAD T, HE. RENHIEEDR
B EROHECRBRNICHERATHLILHEFSN TS,

* HfERZEE LAV FVIY/8 BE A GERRMBRBERM L FET LIS BESN TSSO
T.A-(1)EB-1DHEVEDIEBERRICE DL,

C. #AIZH
miHEAGEEHE FVI/8 RSHE) . K RMSE V. 5 AF(FV/5)-FVII/8 EARZE. ETHZ XM
FVII/8 R Z fie (1E1E 14 1 B M £ EfE {x 8 (DIC) 12 &) . (E{R1%) von Willebrand disease (VWD) . B 2 &%
%X VWD (AVWD) . £ T D Z K1 von Willebrand (VWEZEE (VWS D M E & & . AREEME M /MRS S IE.
RARARBEEEIE T, Vo /ARSI B R EERLLE ORELREREELNHLHEE D REEERME VWS) |
HEeREMEXE X3 RZE. BECREMEXRME FV/6 RZE. ) U IEEMKNERBLGEZRNT
%,

<BWohTI)—>
Definite: AQ 2 T+B1H5XUB2-(3) Fiifif=L. CEENALI=ED
Probable: AD £ T+B1+B2-(1) £=[FB2-(2) &iiif-L . CERRSM L=t D
Possible: ADE£T+B1%i#i=34D

<BEmR>
1. _ﬂxE’JEﬂ/&: @@E
(1) I ERE B EFEE
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(2)APTT: IR
(3) M/MRECBEISIEE
2. ZDthDRE
(1) VWF Ristocetin cofactor ;&4 (VWF:RCo) : @& . IE&E &H AL I 1800 (H i bF)
(2) VWF iR E(VWF:Ag) B E | IEEH DL MFIEND (H 1fn FF)

3) BEREME XM von Willebrand factor (VWF) R Z % (B 2 REHEE XM von Willebrand (VWF) R Z4E) D
Definite, Probable Zx{& &9 5,

A. fEKE
(iBE 1 FLARNICHAEL-HMFERLH S,
(2)VW & (VWD B &1 VWF RZJE) DRIEE ALY,
(3) & B DEEEREA L, $FIT@E D I I 8 75 (hemostatic challenge; SME. Fifi. thiF. 4%
BE) oMb,
(4) P EZE AT M/ MRELGE DBEIIR S L AL,

B. #&BfMR
1. ¥ EMNBRETVWEFBEDQUTDIDNEEDOHI1DULDEELNHS GEEIE VWF Ristocetin
cofactor &4 (VWF:RCo) . VWF $i/RE (VWF:Ag) WEE(ED 50%LLT),
(1)FVIIL~8 &M (FVI/8:C) AR T HADWIIIEE
(2)VWF:RCo & VWF:Ag: BE (FlE &HiEL
(8) VWF thiEME (VWF:RCo/ VWF:Ag) s BEIFHEEN OB EIZHED
2. EEZHAERE
(DVWF AU EEA—HDEET S,
VWF & GP (Glycoprotein)lb EQMEEERAZHEET 2P MK (LWL EES—)AFET I
IX. VWF:RCo A Ristocetin—induced platelet agglutination (RIPA) 7yt A Z AW -IEEMIFLDIXER
BER (37°C T2 MIMIRE) THRAEMICRH T A LN TES,
(2) 11 VWF BERALEFET S
FEhFNE GEEEN) Bk, EICHEEFRBR (AL /JOYNE EUSA K. A L/90RNELE) R
WTREFHICEHINS, PHEG VWF BERK (A EES—) L, REFHAETEREEINS,

C. #AIZH
VW 5 GEIRtE VWF RZ5E) . £TO R VW FEIREE (DM ER S . AEEM M /NMRIE S 5E . B ARAREE
BEIE THE. YU\ RIS B RHEEMEBRLE QRELGRERREENHLHIFE D REEEXM von Willebrand
fEZEE)  BECREUBRRM FXI/13 RZE. BEREMHEXRY FVIV/E RZE (RXMEMRFEA) . BE
REMERMEFV/S RZFELEERNT S,

- 13-



<EBWohTI)—>
Definite: AQ 2 T+B1HXUB2-(2) Fiifif=L. CEENALI=ED
Probable: AQ £ T+B1HLUB2-(1)ZFimf-L. CFR&RILI-2D
Possible: AD £ T+B1%i#mf=Li=d D

<EEmRE>
1. —RER MR RERE

(D H MR ERF-(FIEE

()APTT: ERF/-(FIEE

(3) M/Mf%k: IEE . B FEF- (LB

2. TOMDIRE

(DRIPAIEE . B HHLERIN

(2)VWF TILFIX— EEHIVWEIEE ERFEVILTFI—RMH L IERED)

(3)VWF & 55{8% : VWF & FVII/8 RiERFIZIH 5L T, #EMIC VWF FHLMFEELREL, ZOH
IR, FBEFESHE T A LICEST, ML DRERE (V)T RTTERUR) OFEMEE (b
ES4—=h IR DERLBREEHT T EENTED, f272L. BIREDER T OE BN EMHEIE
AVWD [ZHEMAR R TIEGLY,

4) BCREMEBERMEESE V.5 AF(FV/5) RZAE (WD B 5 AFAEES—) DAL
Definite, Probable Zx{& &9 5,

A. FERE
(1)BE 1 FLURIZHAE L= H MAERA H D,
(2) 185 KE GEBIEM FV/5 RZ ) DRIEELLLY,
(3) M 4 & B DEREREMN LY FICBED IE 1l B 5 (hemostatic challenge; 4ME. F i, k. 574%
BE) THEot- LN,
(4) s E R CRM/MRELE DBEIRE AL,

B. #&BfMR
1. BENBRETFV/S BEQUTNDIDNEEDAIDULDEELNHD EFEILFV/S5 EE. FV/5 R
ENEEED 50% LU T),
(1)FV/5 &M (FV/5:0) (b T ELIET
(2)FV/5 IR E(FV/5:A2) BEIFELIET
(3)FV/5 thiFEM GEM A EE) BEIEELIET
2. EEZWMABRE
(DPT BLUAPTT REEEHBRTAEES—RTHS,

- 14-



FEGIDIIF L BEREBDMITLSEEICHETES LT, 37°CT2HMMELTH S PT HLU APTT
ZAET S FTAESICOTHNERZE 1 TAoEES—EM. EREISOTHNIE A/ EES—F )
BirEHIET D, B MUV BERKRERBEOIN—TRAT7UFAT7ISUTIEEAERICPT &
UV APTT #HIFELCHRERBOEENROHSNLDTEIREREE) . BAICHERATHS.

(2)FV/5 41 EER—(CBREINHME) N FET S,

HifAE: —FEEDEEFBMIBTICERAICEERERLIEFOMPLESL T, 26H 37°CTIE

LTHDRERE FV/5 FHERTEST S (RNERFE),
Q) FV/5 BEMAK* DEET S,

FEEEMETUAE, FITIEERER (A L/TOYNE ELISA R A L/JOXNERE)ERAVTRES
MICEE SN D, FV/5 A1V EER— d bt difin Fv/5 BEfdAd. REFHFETRESN,
MEITHEET LI FV/5 BERALSBICHRET AL AL D T, B, RENTHEEIONE. B
ROHEPRBERICHERATHLLHEFSND,

* G RE A LA FV/5 BEEMBRREEFADEHIEFET LN/ RESNTLSIDT . A-(1) &
B-1DHWLWHDIFREMRIZEDHEL,

C. #AIZH
NS RIE GEIEHE FV/5 RZE) XM FV/5-FVII/8 HERZTRE. ETHD XM FV/5 RZjE (11
4 00 B B EEIR B (DIC) L) . GEIEM) B XA10 AFFIORZE. BCREMERME FIORZE. £
TOZRMEFIORZE. GEEM) TOAVEVRZE. BCRERERETAMNIVEVRZiE. £2TOZ
XEJorOVEU RS . HEREMR RN FXI/18 RZE. Y VIEEMARERELEERNT 5,

<BWohTI)—>
Definite: AD 2 T+B1H5XUB2-(3) Fiifif=L. CEENMALI=ED
Probable: AN £ T+B1+B2-(1) FF=[FB2-(2) ZiEmf-L . CERRIN LI D
Possible: ADE£T+B1 Zilf=9+1D

<EEmRE>

1. —iRMIMERERE
(1) H i B RS - E (S IE
(2Q)PTHELUVAPTT: AT ER
(3) M/MRE O BEFEE

2. ZTOthDEE
IW—TR7oFaA7ISUD EEHBNILBETEENIZ A, 1t CL: RGP AELHAILSAIE Y 1sG F
BIELT.FV/S5 AVEEA—DNERDEIGE THAAIREEZRNTHERLY,

5) HEREMRRIERELE X FAF (FX) RZE DM EEE

- 15-



Definite. Probable Zx{& &9 5,

A. EERE
(M BEREL-HEEXTERMEOENERLH S,
(2)BIEMH FX(10) R ZAE D RIRFEH I,
(3) MR B DR EEHI L HIZIBED LM B i (hemostatic challenge; FM&. Fii, thtl. 51
BE) TR,
(4) FUBEZE SR I/MREGE DBEIRE L,

B. REMR
1. BRE—RETPT EAPTTAERLTEY. FEMRET X BEEOLUTNIDNIEHEOWN1DLUE

DEENHDCBEIL FXGEME. FXIEENEEED 50%LTF),
(DFXSEME(FXC) (b TELUET
(2)FX MRE(FXAg)  BEIFELIET
(Q)FX LEEM CEME A MEE) BREEZFLIET
(FHSFERE FX MEEDRE LRIFINE SN TLVELY)

2. EEZHRARE
(DPT R APTT @ 1:1 EEHER. REREHABRTIUEES—RTHDL ™,

FEFI DM ERE S BOMBASEEICHTVESL T, 37° C T2HHMELTHM L PT LU
APTT ZBIET %, TRAZFICOHTHNILIRZE I TIVEES—2HE., LRAZEIZHTHNIET/VEES
— R THEEEHET S, BH. MU BERRERBEOIL—TR7oFaA7I 50T REERIC
PT AU APTT #HIEL CHREIRBHOERNRHONDDOTENFEESE) . EAIHEATHS,

(2)FX AfrEE 9—(1 BEiNHIME) NEFEET DS

HEAE : —EEDREFBMITICHR A ICEBERRUEFOMELZRESL T, 26/H 37° C TH

;‘E{Lr#%ﬁﬁ FXSEMERIET H(RNERFTE),
B FX BERK *HHFET D,

JEFREMIRIE., EICHERER (A L/TOYNEELISA LA, A L/VAINELE) ZRAVWTRES
MICERESN, X QISR IY TSIV RETHELTLEEOREREHBTIEIRZ B |2 RUKE
DERERALLEYS5, FX AVEES—, T7abhbhiliin FX BEhAd. AEENAETRESN., HE
[CEET S FX BERALHBICRETHIEAAEELRDO T, . fEIHEEOUNR. EFEOF
EORBHEBICERATHA(SHIEREN FX BOCHAOBREIFEBRIRESESh TV,

Y REHR. REREHRBRTRZETHOTH, TORAVEEF—DRER T EZTREIND
ELHADT. BHOAEERANS RIFHBZEVTEHAERE T HENEFLL,

HMEREECLGUVDR FX BERARFESNLFEET HAREMAHID T, A-(1)EB-10HLE
D&, REAIELTHRERRIZEDHLG 1L, RE L DOEE DH TE DO A T H MEIR O EVE
TH, TOREMEREET S LLFRINIDOT, MEBELGRBRRENALETHD,

- 16-



C. #AlZH

B FX RZIE. £ TOZRME FX RZHE (BRI B NEREEIREE (DIC) . AL-TIOAR— R7EE) .
(BEM)EFV(E)RZIE. BECREMEXRME FV RZE. ETOZRME FV RZE. GEEMH) TOrAVvEY
RZE. BCRERERMETOMNMIVEVRZE. 2 TOZRMTOMNIVEVRZE. B REMZRME FXI
(B) RZFE. MU IEBEMARERBGEZRNT B,

<EBWohTI)—>
Definite: AD £ TZiif=L. B1RUB2-(3) &ifif=L. COZA T NEERBERILI=ED
Probable1: AD £ TZi#zL. B1 RUB2-(1)%imizL. COEA T NEHEEZRNLIZDD
Probable2: A £ TZ =L, B1 RUB2-(2)Zi#f-L. COB AT AEHEBZHRNMLI-ED
Possible: ADETRUBI1 Ziii=9H£D

<&EmR>

1. — MR EERE
(1) H M5 BEIXIERE
(2)PTRUAPTT: T ER
(3) f/MilR%K: BEIXIERE

2. TOMDRE
A ERFFERORIC.VN—TRF7oFATI UM BHEILAEREDNZEE L. ALSFIEY
(CL)- BGPI $iifA 4541 CL IgG DBRIERUREREHRER T, FX IV EEA—DNRE D RABMHETH S A REM
RN HERLY,

<EMOATIV—DRET>

Possible* Probable** | Definite¥*

A ERZE
(1) HIEKX D H B O O O
(2) BI=E FX RZJEDKIEFEHEL O @) @)
(3) i MFEK DEFEEEL O O O
(4) £ EIZE Ot /MR ZE DA FR S5 EL O O O
B. BEMR

1. PTEAPTTEZER. UUTO FXEEIEEDORE @) @) @)

(1)FXEM(FXC) : ELIET
(2)FX IR E(FXAg): ZLET —DUEO | —DULO | —2LUEO
(B)FX LEIETECEME - IRE) - ZELET
2. EEDHARE

-17-



(1)PT LU APTT X EBESFHBEN 1 EES—F CoBEO
(2)FX 1> EE 88— (ZEIHIHIYE) 57T
(3)#i FX B itk H 77 @)
C. #AIE2H
FELURBERRSY O O

*; Possible AD 2 TRUBI Ziff=3H0D

Probable :AD £ T&imf-L. B1 RUB2-(1)Zi#if-L. COEA T REEBERNILIZLD
Probable2: A £ T%iifif-L. B1 RUB2-(2) %=L, COERI T RNERBLBRNALI-LD
sokk; Definite ADET+B1 RUB2-(3) %=L, CEBRs\LE=1D
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<EBEEESE>
BEIFERICEEHMD (1)~ 4)OWFThhE1RUERILFIZEEMNELIRET B,

1. EfEHM
(1) Banio7s i I
(2) EEEGL. EEMMIBFOHM (FIZ X, BBERN. EHA. RN, [E. R, BRER.
BEEIE. BRI, DERN., OV /— AV MERBEFES AN H M)
(B)NESJOEUESedL UTOEBMBH AU E2e/dL LD RBELGAES OELEERT
L9 Hm
(4)24 BFERNIC2BE ML ED2MH A I FRMERE M Z N ELT HH M

2. BjEHMm
RS2 TOED**
* BAREERRERS AR B M ETAE (UBAT) £ 8B I2T 52 LEHR
CEHRURUVERMEOHMIE. EECECTLEMAETERTAE

KEMBERVEERESEOEGICEITSBEER

IRBZWICAVSERRER. REMRFICELT, SMEE LIZRRORENGVSEIZE, WThOk
HADLDERNTHELI ARG (L, ARERDOBBET T BRKERFTHoT, HEFRELLDIZR
D)o

CERFABRRICETIEEESFIOVTE EULZEZHNEED T TERMTHONTLSKRETHO T,
Ef6M AR TRULEVREBZEMAHIMTHEET S,

B VEROBREN LEOEEESBFT-—EULICERALLGVETHLIN, BELEREZ#RRTHE
ARERZLDITONTIE, EREPRDOARET S,
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EITHER KRN S0FE

C m=

1.

BE

ETEREE RS2 ME(Progressive familial intrahepatic cholestasis ; PFIC)I&. FLIREIZHRIE
THEGHEORNEAISFETHE, BEEAREHECE AL LIEETHEEEEFIFTREETIC
PFIC1-5 @ 5 &% A% OMIM (Online Mendelian Inheritance in Man)IZ&$kSh TLV5, PFIC3 ZfRE. MiE
EEEVILEY  BIBTEER Y AST-ALT OEE. v-GTP EFEEXFEESETHAH_ENFHETH
%

FEREVTNEE RN SIEEFREAS I LR ECERLTERERFEL CETHORRBE
EBDY, PFICT TIETHI, ERRET £, #BRLGEIMERZ SO T D DITHKL. PFIC2 XU PFIC4 [FFEIR
DFICRET 5—ATRHBICHTEAETL., FFICHMREETRIET HIENMoN TN, BEETF
BB, BEAMEASU BTG E DHEFREN TR T, REMEEDOENGIAFBEDEIL LGS, BHEE

DIFBIEFMERDEEICKY RS, PFIC3-5 (FHARATIIRBENBH THTHD,
2. [RE

PFIC1 DREEEFIEL ATPSBT THY . typelV P-type ATPase subfamily @) FIC1 (familal intrahepatic
cholestasis 1) EAZ3—F9 %, FIC1 ERDEEIZKY. A, /MaiacHSOTRETEAS IZH D
5 MNZ IR FXR (Farnesoid X receptor) DHFIREZIE T I 5, FFTD FXR DIETIL. BBHEEN SV AR
—B—T%% BSEP (bile salt export pump) DHEIFETESIESE L. B WEYITSH, PFIC2 DIRELE
{ZFIF ABCB11 T&HY . BSEP (bile salt export pump) EH%2—F9 %, BSEP (FAFHfaD EMAEEREIC
FHEL, — KRBT EBZEMBEREICHMSE S, BSEP DEE T, FFHENSIEERNICETEEEZ S W T
Y. ETERNSBEL. EMRMERF X, BBHS0HEE=Y, PFIC3 OREEMEFIEX ABCB4 THY.
MDR3(multi drug resistance 3 P—glycoprotein)®EEH%Z31—K3 %, MDR3 EHDERIZKY. B0 A5
BEONFEL. BABEDOI TN TELELALGY, BABOREESEERICKYIEE LR CEEHED
[EEEEY , PFIC4 DREEEFIE TUP2 BIZFTHY. FMhDr U a2 &R TIP2 £0—FL, TIP2
RBIZFYEMIBE DIBEEFEMN D PFIC HARIET %, PFICS DR EIEEF X NRTHAEEF THY. FXR
Z3—RL.FXR RHEIZKY PFIC B FAET S,

3. fEK

PFICT &, SLIREIMNOBIEMEBELTRIEL. RREE, FRE2~EETT 5. T-IFIRE. FHGE
EREET D, T BEFE. HEMIER (stubby fingers)Z 29 %, FICT IXFFIED ZH . B, /M.
fEERR . SR B EMAE. B, B THLRIELTLAO. BEASoFERFEZTLELIC. FMMEKREL TTH
VR BBEEE-TCEbH D MBRETIERELEY  BETBEY AST/ALT DEEZET S
A, MFEILATA—)L, v-GTP fEX LR LG, FrEBETIE, BB 5o VNERBE LYLEMEE
THLNSIENFETHS, EFEMIEE TIEEMAEE AIZ Byler' s bile EFEIEN S5 BT DERRIA
RHBNS (PFIC2 TIFEFITEEETHD) . BMIRMIIERZETIEEROFEL MO, RERE
ERFRNRES >/ E (benign recurrent intrahepatic cholestasis; BRIC) 1 BUEME(EN TULVDM ., BIzFER
LEREBEDEEEDOHEBIEMON TV,
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4.

5.

PFIC2 [SEWWTIREELS BSEP (SAFHRRICOAFKBFLUAFIMEKREESLGLD . FRE~DETIIER
{EBEEORICHMREEZRET 561LH5. MRIEETIE. BEEEVILEY  BIBTERY AST-ALT @
BEXZETHH. v-GTP fEIF LR LG, FFEB T EMRMFRAFEHESNDH., £26ITRD
SNBEDTIFHW, F-RELVFEEBEET D, PFICT LEKRIC. BRMICEREZETIEFEHDREF
ErEoNh . B REMFRNEA S5 2 B (BRIC2) W EFET b,

PFIC3 (33 REAICEBEERECRIEIT HLONSIFIRFICEAELE TRET AP ETHLTHD,
PFIC3 TlX ¥ -GTP {Et &%~ 9 . PFIC4, PFIC5 L4 IERICHE THANERNIZBLTEBMNERINT
W3,

BEE

BELLTIEVTAE, YILYTAFLa—)LEE. TT//NLES—LDORREEBHEE LI DHF .
ARRRAERRIE MCT J74—325 (MCT SILO)AALLN TS, VLY TAFLa—ILERIL. FEEZFH
B THHOBRBETETORRICHERAING, £ . UI7VEL U E—BHICEMNTHLIIENZL B
EOEHLHBRIDETEESESEMTHIRTESEMEEITIOEELHLH. REMICIEIHFZED
IS ERE DM, PFIC2 TIXIRAMTHSHS, PFICT TIXFFBIERITEHE/NERIRA 2 (IMHEET . S5IC
THOBALDT STF L IERARF L5 E T LBHTERD QOL [FRLALY, Ff-. FF#iEEZ D PFIC2 I
BLWTBR OBELHY. CHIELIEITURD BSEP (2T 2B EMADHIRIZESEDTHY . A3
THHmEIN TS,

Fik

PFIC1 T, FIC1 EA IR 1T CTH<KIBE L L B ICHKEL TS0 FFBERICIETER A HEM
SNB LSS L IMEIZE LT FICT RIBO-HIETEERINTEYS . KIBICZEDEABNRATS
CEICKYH AN THRIZROBREEEE-9, —5.BSEP EAIXFBOAITHKERELTLSI=H.
PFIC2 TIXMBHERDFEIIBRINGEINIERIFTHS,BRIC T, FHABTEHRERT HIENZ
A REIZIX PFIC IZRATT HEFID|ELHY . RIATIE, ERLI-ARIISLEZEZLN TS,

O EHOHEICHELEIE

1.

5.

BEY

#5100 A

RIRDHIE

THEEFEENRHIN TV SN EARMLGRFERE SRBEHATHD, )

FRREGFEERDHY. AENEATNSELDOD, HREIFKRAEHATHS (PFICT [X FICT EBHZI—FT
% ATP8B1 i&{nF.PFIC2 [LRETEENS RR—5—THSH BSEP EEEI—FT % ABCBI1 EIEF.
PFIC3 |£ MDR3 #0—K 9% ABCB4 E{n¥.PFIC4 (XRAA+Dr o3 &R TIP2 Z0—K$ 5 TUP2
BIGF. PFICS: #AEERF FXRZI—FTEHERB NRIH4BEGRFDERIZK>THRIET 5. )
MRMERERAE

REEIL (RHEREDH THD, EEGITIEIHBEIVELLD,)

RHDEE

HE(ETHETHD,)
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HYUNREMRFERFERE - BIEHLESRERE 260 FRES 13 EITUHREEFRNETS-
HE ZEOF5IE B8H:202048A8H X&H HA/NMRXREHIELHFREFES

6. EEENE
MR ERDEFEESETEEE2ULEZNRET D,

BAEEREFEEE DR -BONESCAENNTEET SR OMALIFEREROBHETR]
FEREE RAXKEAERESRTRN NARABHESH %08 CRER
SEWRE BEAFRAFR NRH AKE EEEH

<EoWREHE>
Definite, Probable ZX & &9 %,
A FEERRUVAR
1. BEIIEE.ABE, BHE
2. HFEX

LLEICINZ . INEs&EELITRDIER A M5,
3. HEENFR.ESER

4. ERGEER

5. SHmAGEOHMIER. &

B. REMER

1. MEEREMR
EEEVILEAE-#RETEE-AST-ALT BSIETH S,
1 B (FIC1 %%) B U 2 ! (BSEP %&) TlX AST-ALT O EEICEM D H5T ¥ -GTP NIEEX
(ZEESIE. 3 2 (MDR3 &) Tl ¥ -GTP EILEETH 5.

2. HERTTROMRLEDHLND
FZEEMEBERTR 1 B CEEASoMAVNERBELVLEMBETALN LT 2 BT
(FEMMIT XAHFHMTHY . BSEP EENREZBTHREINGL, BHLYFEE
BE29 5,
BFIEMEERT R 1 2Tl Byler’ s bile ABFICROMND, 2 B TIXIRTIEEEE,

C. ERIZk
ARERASHAE. 720 —IVAEIREE, DN RIGHE. ERMEABAHERE. IERANE/OTH
—S R, Z—IVEYYR C B HAERBEMEE X, SR 7HFE. ductal plate
malformation TEDHEEERE . NN MERBEXITEEAEEE,

D. BIzFHRE
1. ATP8B1(1#Y) ABCB11(2 &),  ABCB4 (3 &) TuP2 (4 &), NR1H4 (5 BBz FICEE%
BDB, cNEDIEM . MYOSBBEIEFNEELREREEFICTEDD,
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<gEohTI)—>
Definite: A-1 R UA-2%j#T-L. A-3. A-4RXIFA-5QVThhZEiEi-L. D. BEFHRETEELEDRHDS
EX0)
Probable: A-1 R UA-2%-L. A-3. A-4RXIFA-5Q WL T hhEiEf-L. B-1RUB-2%#&1-L. CD#E
AT AREERBZRNL.D. BEFHRETEEZROLVOIECFHUREREREDLD
Possible: A-1RUA-2%#if-L. A-3. A-4RIFA-5QVVThhFiEi-L. B-1X(IB-2%#H/-L. CO#E
AT RESRBERNALIZLD

<EBEEESE>
PDWEEZBTLDITONT UTDXIIHEL. EEFE2LULEZRRET D,

EEESBE. UTOEEEHERBICEVHET D,

(EEEHIEEE]
1. B30/ DK RE
1+ FRMGEEREEZROL0,

2. Ziimis

1+ HIM{ER., BIO55—DXIFEHRERDHIN. ABREFELLL,

2+ HIfER. BMDS5ABEVELTHLDE—DRITEHERH D,
3+ JREICERL. EREELTHMZES 5,

3 REREBANOEASEEREEDRIT)
1+ TRERD 1 BEOEH

2+. TRERD 2 X (I 3IBEDEH

3+ FTEERD 4 EEDEH

RIEEE(BROEAEEEEEBORIT)

BE B DIEIR R DFEIR
0 FEAE. HBIWRECEAERLE | FEAE. HAVWEEEAZRLEL,
FL LYo
1 FFICAXLXT 50, FITHANESTE | MERDHL T MTEVD., FICEHELTHK
B2 HiIgTES, [FETHREL, KKEEND,
2 BFICIEFANNE BOCKEE, —ES | 20 EHEHLHN. MTIEBSED. EH
BE SFEY., HFEYRIZEDALY, DF=BHBIZBEARDHHEIFRLN,
3 FECIRY ARTTEDK EH DO | EKTENR DD, VEDET HE—NITIR
REE | 1545L. ZATHTLS, NEW, EEHDSILICERYENLHL,
4 WTE2THEVLNGNEA DT | ESTIREAERNGL, LE2ERIHNT
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= E LEIESTEITFTITECLGYLET LR | LVED, AKEF T T EA NS,
BEFIZDOMELY,
4. BREE

1+. & SD Ra7H-1.55D LA F
2+, & SD Ra7H-2SD LLF
3+ B SD Ra7H-25SD LLF

5. FFH#%REREE O &Tl- MR T —2 R UAEK
@& T —4%

1+ FTRROMEREOHEEER
2+, TRERDIMRBRREDHEFER
3+ TEERDMRBRENESEESR

N1 RIDHZBHLNDLD,
M2 RILLEEBHONDLD,
N1 RILLEEDHONDED,

Fk

Q%K

1+ TEREROBEKRIINHEZZEDHENHD,

2+, FTRRDEKRIBEDHEFEEDEEERDHDHLD,
3+ TRERDEKXIIMENTEREZZDHDHLD,

BREEBH/BRKAMR H#E(B PEECDEE =SEREE
mEREYIILEY 0.3~1.2 20 LLE3OUUT 30i#B
(mg/dL)
mE7IVIIV 42~51 30LE35UT 3.0 ki
(g/dL)(BCG %)

/R £k 13~35 5L 10 ki 5 Kii
(/W)

JorovE VR 70 & ~130 40 LLETOLT 40 K
(PT) (%)

fE K — fEKkHY HAMERKHY
AbdAE — 1% IELE

6. BAEEIHIFRE: performance status
1+ TERDAITERATHILO
2+, FTEFXRDIXIITIZEZYTHIED
3+ FTERDAIZEZLETHED

X5 — KR

7 | BERTHEFEATE, FIRZZ(FEHIELK RRAERFIZSDFEZLHDD,

AEBUORE.EBLE,

1 | BEOERL’HY. RAEFEEFIREZITEA. H1T. BFEHLERETESLD, HI

V| HITOHOELYDILETELSS BITOLNMNBELGRIALHY . BFHE T H KL

- 24-




WA, BFRD50%LLEIFRELTWNSE0D,

T BOELYDHLIEEDLIETELSH., LIFLENMBIARET. BHFRD50%LL L (EF
RLTHEY., BATEENDHEENRIFTRATREE G ST=2D,

T | BOFEDYDELTES | BISNMELELL. RBRKRERV O, FHOEENS
HERAYREBISRONDED,

EREEHIE

BRE BEREE BEREE2 EREES
ABt5o0F - 1+ ND ND
St — 1+ 2+ 3+
RIEEFE — 1+ 2+ 3+
BRREE — 1+ 2+ 3+
FFHERE- MR T—4 - 1+ 2+ 3+
FFHRe - fEIK - 1+ 2+ 3+
B REENHIR — 1+ 2+ 3+

EEEHERAEOHTRUERDENEREZZUEER LT S,
REA SIS OVTIR. HNIETEEE 1 UL BEEE2UENESMIMDEIER DIKEICEST
RESN, BT LLEASOHOFEFBEEFILALY,

MW TE K O BIEE ORI B 1 5 B9

1.

IR 2N O D ERAREIR . AT AT LT, BIrERYE RICR B DO BUEN W GEA 1T, Wi
OO L DOEHNTHZE LI 22\ (72720, 4oz R~ iRIERE Th - T,
RAEEZR B DIZIR D),

- TBRIRBRAATR T I 2 EIE EE P FAIC DV IR, WU EFRE FLO T TIRIEBITON TV DIREETH
ST, HiL6 2 HMTRGEWVIREA EM> KT8 L35,

L B SEROBREDN ERROEEESFE T T LICEY L WETH L0, @R ERE ke
D EDBRERBDIZOWTIL, EREEMROMSR E T 5,
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*TOUH
O #iE

1. @ME
FIOUBIE —RIBEICHFHETSIELEZI—FTSH NPHP BEEFREENTIERESN TS,
BLEALUEEHEETHI. BREREHLIVEBFLICHEIERNRLONZIENAH I, i
BIAERDEROONENCENZ L B ARMEEE AL ERMICIE 0 BETITKHPBELR2ICES,

2. &R
NPHP BIZFEENTEHERESN TS, NPHP BIEFHAI—FT5—RBEIZHFEET S HR70Y
AFUERLBEDRIBIZEY, FRMBEDIEX EEREEIBEREDLHLRMHILEE-T, TOHER,
BHEEENETLREBRRICES LHL BRNICRIAVEN LN HEFICEVWTELRTFE
ENREINDHEEIEHTH 30%EETHY. WEEICEREANASNE>TLENERSEZ L,

3. fEK
BEEES. RETEFLCHIERELT, B/ ER, BRRAZE/RR. AERZEEE. &M, S5Mm
ENRSNDIENH LD, thIZEHHMATERERBOLNGNIENZV, —RBEELBICHEET S
BHNRELRONDD ., TOHEIL 10-20%BETHD, KRWELDEL T MIRAREMAE, B
HE IFREE. REEFCENHD,

4. AEE
BARNAEREIILZD, BARELETENHT 20 0RELAENTHOA, BEMOEMELZEDE
HHE ISR L TRHEBEN TTHhN D,

5. %t
ERMIZ 0 RETIZ2FINKABFLIZEY, BREBBEE(EN.BBE)ZET D,

O EHOHEIIBHELER
1. BEH
130 A~220 AFEEE
2. FIROWE
B (NPHP Bz FDEEINREINTILND)
3. MRMIAERE
KL (RPBA2HICTBREER)
4. REOEE
WE(NRERETETETH D)
5. PEE#E
HY
6. EREENLE
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EREEDFEICIE CKD EEEN LAV E—FYTDOFROEBAER]RET S,

O thsmiRtt
EASBHETRERY SR A RERATREE
UNRBESOA D BAE SR ODR- BRAHNOREIFHRY
FEAEE LEXLEPHIRNE %8 GRRT

BABRFER
LFRERELE RRZEREMAZE BRE-smERE HiR HER

BANRRES
LARIENE LEAZESHMNERE % AARS

BARNEERRFES
LRERELE LEXZFEFI/NERFE DREM REHEN
RARRZFEFMEMAEE £BIR BRHT
EEXFEFA/NERFHE HR LEEH
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<EEE%E>
Definite. Probable Zx{& &9 5,

A GEIK

%R
BIRFE=ITREIREE
ES& (<-2SD)

= MmE

P wnh =

B. REfMR

1. AR
BEGRECERMYRE

2. RRE
BEARILE=1010
FRepp2 2045 07> /RYLTF = 2300 pg/gCr
BER¥ES S

3. MKERE
meEANESOEE<LI0 g/dL

4. EHRBRE
NS i

5. BREMR
BEHEZ L ET HRME O EERILE
FREEEKEOFHRAIME L

(EBRMEHEEICRONEBRENSEHRR)
L RBRIK, RMEE - E~OMRRE. REE-REREL

C. BNEHHE
RIREREME
ARERED) KR
HE B
BIEEE
FFHRHEE

D. H#ERIEZHET
EXREMRE. FLEAREBELSRMERT. LKL IHRNEE

BRE

E. BIRFHRE

- 28-

B.EREREMRBEREN



FOOVEIZEEET HBIEFNDEERE (NPHPI1, INVS, NPHP3, NPHP4, IQCB1, CEP290, GLIS2, RPGRIP1L,
NEK8, SDCCAGS, TMEM67, TTC21B, WDR19, ZNF423, CEP164, ANKS6, IFT172. CEP83, DCDC2,

MAPKBP1, XPNPEP3, SLC41A1, TRAF3IP1, AH11, CC2D2A)

ZEOHTI)—>

Definite: ADSH1IBB U LEZRE-L. B-1%#E-L. DOERI T REIHEEEZRNL. EFXZRB-THD,
Probable1: AMSH1IEB LI EZ#T-L. B-1%#-L. DOER| T REHKREBEFRNL.B-50LVTMN1IER
(BEMRIIBRDEHm-TED,

Probable2 : ADSH1IBB LA EFiET-L. B-1%iE-L. DOE R T NESHEELZRIL. B-2,. B-3,. B-4RUC

DEAIEEOHR N S2IBAUEZREI-TED, f-12L. B2 EEDARE3DD>51 DU EEE- (L 1IHE

EBA . CERENENEMILI-1THEHEHZ D,

Possible: AMSH1IER LU EZiE-L. B-1%i#E-L. DOER T REREEZXBRNALI-ED

19 ML E: 194xs—Cr "< F 0% (ZMEDIZE(F 0739 ZFELD)

2 LA E 19 BRiE: 110.2x(ref Cr/s—Cr)+2.93

18 ref Cr=—1.259Ht’+7.815Ht*-18.57Ht*+21.39Ht>-11.71Ht+2.628
%R ref Cr=—4.536Ht*+27.16Ht*~63.47Ht*+72.43Ht?~40.06Ht+8.778
23K LS TEHLI-GFRIZCUTDRBM REFELHSEIZKYET

R=0.107xIn (A #%)+0.656

BHRIIZOWTIFUTO@EY

Fh -5
A5 B

s=Cr (M;E7LF7F={E): mg/dL

Ht (B &):m

- 20-

<EEENFE>
BEESEICIZ CKD EEESNEXZAL., TRE—MYTOFDERERNRET S,
EA=1745%) Al A2 A3
;EE.-'-E
RERESR E BEZAR | BEEAR
(g/8)
EHBH/Cr Ltk
RER/Cr 8 0.15 5kt 0.15~0.49 050 Lk
(g/gCr)
Gl | EEFIEE(E =90 % H rTLoo
G2 | EBFIIBRERT 60~89 & = Lo
GFR X%
G3a | BE~HhEEET 45~59 " Lo 7R
(mL/min/ — .
173 ) G3b | HEE~SEET 30~44 Lo O 7R
' G4 |=EET 15~29 i 7R O
G5 | RIS = <15 DN Ui 7R
GFRDEHAEIT. UTEEMA




oI FEUE [ OVERSE E B OSE I 2 1 B B ST

.ﬁ%v (WD ERRIER, AT AR LT, WA LIZRBROHEN R WISEIZIE, W
NOFREHO S DZHNTHAE LI AR (7272 L, SR O E 2~ RIERE Th > T, i
FATEER B DITR D, ),

- TREBATZ TR D HIAEE SISOV, MU R EFHEE O T TR Thi T 5 R EE
ST, HIT 6 22 H M The b B IRTE %E%##mﬁé LT 5,

LB, ERORREED FFLOEIEE S C—EU RIS LRWE Th 508, @R R ke
% EBREREDIZONWTIL, EREMROXISRE T 5,
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MOLT7FoRZIEIRE
© #=

1. HE

L7 F R Z fE{ZEE(cerebral creatine deficiency syndromes: CCDSs;ICD10 I—K E728)(%. XA
DULFFUORZIZEY ., MMEE. SEREEH. CADAREERET IEEHTHDS, ILTTFUEE
BOBREICKDT T O /BBATF IV REBERGAMNDRIBERUVTILX =V - J UL U7 /R
B2 (AGAT) RIEBELLRICIL 7 FUBIEEEICLDIL T F RSV RAR—2—(SLC6A8) RIBFED 3 &
ENEEN. TNEN . GAMT BIEF (19p13.3) . GATM EIEF (15921.1) R SLC6AS iEILF (Xq28) D
ZFEICKYRAET S, GAMT RIEFE R U AGAT RIGEFE L BARS BRI, SLC6A8 RIEAE (T X &
EHHSHEER X THD, 15, SLC6A8 RIEfE(L. BEEMHMMEESEEFOP TRVEENBVVESR
D—DEHESNTLS, FEIE, EHEDEEICLD,

2. BH
GAMT XRIBSEIEX GAMT :BIEF(19p13.3), AGAT RIBJEIL GATM 5&I{LF(15921.1), SLC6A8 RIBJE (L
SLC6A8 BIEF(Xa28)EERNBIEZFEEICKYRIET 5, GAMT RIBFER U AGAT RIBFEXELEBAKSE
PR, SLC6A8 RIBEIE X EHEMEETHL, LWThi . iEMBRANDILTFoORZEEZ-T,

3. fER

SLC6A8 RIBFETIL. BE~FEEDHMMEE (18 TLULEED 5% EEEMNEETEEYSH). E5F
FREEF0 FULDBETIE 14%0FHFOERLEL., 55% N HEBDAHDFEE) . [TLVNMA (59%) . &
BRE (KFHIT 29%. PAMZT 11%)  THEE CETERIN - LEE 55%. BEAEARIES L 41%
BE) . TDMDEHFAER (FRIRIET 40%)%RH5, BEPLEEICHI-2EERIEEZVELT D, [van
de Kamp JM, et al. Phenotype and genotype in 101 males with X-linked creatine transporter deficiency. J
Med Genet, 2013] GAMT RABfETIL, EEMAIEE (60%) . [TLINA (78%) . BEVEE (30%) . TEIE
H(T1%)ERHDH, AGAT RIBETIE. BE~EEMMES. (TLONLA(9%) . TEBIEE (27%) . HE
IRIET (67%) %3R85, [Mercimek-Mahmutoglu S. GeneReviews, 2015]

4. AEE
GAMT RIEFER TV AGAT REBEIFBREHDILTFUODHEREEEINENTHS . RVEEDF LY
SLC6A8 RABJEIZIL. HRARTAEENRA SN TSN, HEABENEL,

5. %t
AR PRIIEHEDIEEICLD AFDEITMMEZSLEHEDEEEIKGETIEEZOND,

O EHOHEICHELEIE
1. BEH
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100 AR
2. RROWE
FBROLTFU/NUBILTFUORIE MOHICE T EZMIRIILE—OMBETBOBEEREL
TEHLTWS, JLT7FUEESHOREDOEZRFIMAILTFORZEE L, MINES. SEXKEE
. CADAESIZRIT L. BAOND VLT FUIE. BRMLDERICEINEEDEDE, 7ILX
UGV VERBELTT VR T TID/ BERBER (AGAT) RUT 7 =D /BFBR AT L&
EBEBRGAMTOZDDOBERICIYELEININEMEDOLDOLH D, FLT7FUE. KNEMOEICHFE
TEHILTFURIURAR—F—Z N LT, EMICHEHRLE CEEIND, )
3. MEMIEERAE
KHEIL (AGAT RIBMER U GAMT RIBIETIEIL 7 FUMRREEIZKY . BRAHEECH N DREERD
%, GAMT RIBFETIL. HBESHEOBWNWI T-O/BBOEEXEZNZ 51260 FIL=FUoPREEE#H T+
)9 LB, ZILX ZUERFIR A G ASN S, SLC6A8 RIBFEIZ LTI, ARIAEELLY, )
4. REOEE
HE(HHESDORECEHEDHTEIZLD)
HY (BRNRHBRZRIMILTFORZIEEE IZHOFEIE)
6. EREENLE
@ modified Rankin Scale (mRS) 3(MZHENIEE) LI EIZHY
@ BARFEFRZERICLKLIBEE-XEOFMER7—IL3LELE
® HBHAMEHZR(ICKEFROFFHER7r—/L3LILE

DO~QQDVTNMNZHTIEFEDILDERRET B,

O R
HMAMARERRPARERE NECUEERE - MMEETEES-IREODH AR -ARIATLEBE IR
T
MRERKE BAERKFE &R MR
SERE RBRZRZREFVEMT/LERFHEE HEHIR MBAHKC
TERNEHREFR ARARRXERAER]
OLT7FUoRZIERE ZHOFSIE
REKE RBREZRFHEEFHRRBT /LERFPEE BHELR MAHIC

=

- 32-



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

OLT7FUoRZIEZEDDETELE

fEIK

HMEEE

BEARRINS LIE

ThDhA

EEREER

. FRRIET

(BEMR BERLGEDRBFLENBHOBSEITLEIENHD,)

a rp @ nd =2

B. R&EMR
1. MiK-HEFZHREMR R, LEF. @ERFOILTFU  ILTFURVIT T2 /Bl
(A) AGAT Ri8fE R, MFEFRDIT 7= /EFBEDIET
(B) GAMT KRI8fF RV 7-D/BEE/ L TF-_ULD LR MERVHEARTDIT 7O /O LR
(C) SLC6A8 REfE (BHREE)RFILTF(mg/dL)/ILT F=2(mg/dLLED LR
2F ki >20,3 FLUE>30, AGAT RIBERY GAMT KIBETIE, EESEH), CEIE  XMEET
(X IEESFEDOAREEL B S, )

2. EEBREMR GEEAICHE) D 'H-MR AXRSFOXAE—(MRS)IZHITHILTFUE—IDIET,
(BZFR X MRI/CT DRNEIEZ L - BREENZHDSEIZLEIENHD, )

XIEBHEELZEETHE BB MEEE TIE SLC6A8 RIBEDERMNNEETHY. RPILTFL/ILT
FULDBIEEREBELETRETH S, RIZ, 'H-MR ARH+ORAE—MRS)IZHIFEHILT7FE—H
DETEHRT 5, BLFHUREICIYZHIIHEET S, 1L, TEBFICHLTE., BEFHRED
HAIEEZE LD, (RPILTFU/ILTF=ULt MRS TlE, B TELLY)

C. BERIZHR
iS5 X SEIR B MR X ERERELGLE . MMESEEEKET HEE,

D. BIZFHRE

GAMT RiBJE GAMT &{5F(19p13.3)
AGAT Ri84E GATM & 15F(15921.1)
SLC6A8 RIBSE  SLC6A8IEIETF(Xq28)
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(S5 3 FIRARBRUINE SN TR, GAMT, GATM R U SLC6ASBIEFDRE (X, hh 9 = DNA LRI~

BREKENAARETHS.)

<EBWohTI)—>
Definite: A-1 Zilif=L. B-1X L B-2%#Hf-L. COEHI T NEHEEZRINL. DEFEI-TELD
Probable: A-1 Ziiif-L . B-1RUB-2%i#f-L. COMA T NEHEBERNLIZLD
Possible: ADSH1IHB Fiifif-L. B-1%&i#f-L. COHEAIT REHRBZBFNLIZLD

<EBREENFE>
modified Rankin Scale(mRS) . BE X E&E. RO FNZNDFHER T —ILEZRAWNT. WFNHMMN3LLLEE
WRET S,
H A Fgrmodified Rankin Scale (mRS) ¥|EE#EE
modified Rankin Scale BEICTRES
0 | Eo=EEMEELY BEERSIVMEHBIENEDICHLVRET
H5
1 | EIRIEH->THHEOALEE (FALN: HBEERS IO MEBIZRILHDH ., FAELL
BEDEOPEEIFITZAS BIMD T TV =B RFESIZHIR (XL VIR
BETHD
2 | BEMOEE: FELBTA ST o TV -EEOFEEIZHIRE
RIELRIDFIAN T RTITASDITTIEA | (XHEHN. BEEFFXBILTHSRETH
WA, BODOEDEYDZEFXNBIGELIZT | 5
Z5
3 | HEEDREE: B0 ERBE#EER AL EEEIC
AISHDNEIZEREETEZN., HITIENBE | ENBELELETIN. BEST.BE. 5
LIZITA% FELEADME M LEEIZITN B EREL
LEELKEETH S
4 | PEEISEEDES: BELSHT.BE. BELAADO#E. ML
HITOFERBWERIZIINIADETHD EIZIINBIZEBRELT LI, HHEMHENEL
HELLEVVRETHD
5 | EENEE: BIZHENDNBELELTHRETHS
B2V, 2R BICNHELERSFUELE
E95%
6 | BT
BE-X& (N)
FEIEEL,

a b~ 0N 2 O

 RICOED. BEFESNELLVEEDERLNH LS HEEE - BEEFITKELL,
. BYMEOIXRC. BERDEENDIREZLELT D,

- BE-RBERIC@ASHDONBEET D,

. FBIME SRR OMRBEMBERE. PORIRRELGE) ZLEET D,

- 2EMISFROMREERIKELTNS,
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R (R)

FEIR7AL

EEDETLHEDRRIH AN, HE4EiE - AR EFICXELL,
FFIRIEZED=OIZEEDRUINGE DIERLHD,

PR R BER DY TI2785 . HAWEBEAREDHEEFHETRUNNELD,
IZEDRE I HEHNIHRMGRSEREFERANBE,

TEVRH DGR HEEEFRANBE,

a s wNdhd =0

KOWMBEERVEEESEOERICE TABEEIE

1. RADHICAVSERKRER. REMRFICALT. 2HEZELIZBBRORENGWMEEICE. LWTho
HHADLOEZANTLELI AL (FFZL, AREROZBE RTERKREREFETHO T, HEARELLD
[ZBR%. ).

2. BERBRICBTIEEESEIIOVTL BULGEZMNEED T TAEENMTONTLSIKETH
T, EiL6h A TRLEVVREBZERIFIE T 5 EET 5,

3. LB EROEENLEOEFEESEEFET—ELULIZZELGVETHLHL . BRLTERETMRGET 5
EDRBEREDICOVTIE. EEERROXRRET S,
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REDRAFUREE

1.

M=

REVAFURERERET 2/ BRBEBED—ETHY., A FAFUORBEYMTHLSRE
DATAVHAMAPIZERT D ELICKYRET S RIEBROBHEICLY IFEAHY ., WVThiE
2EASHERERETHD.

REVAFURE I BEIVRAZFA=U B ERER (B RIGEEHEL. MPXAFA -V ZHEL
TEHERTRARD ) —Z VI DREFEBEESATVS, TRFINFIURBERINSIIDC
_(cblC), MBIFEMKBHRAFLUOT S E FOERZETER_(MTHFR) OEEISERT 555, #4%
RIZAZRY)—Z VT DREGERETE G, EHRICHEEECMEEICLSERAHIRL . FERIS
FYBHREE, RER. MEREN DL, BEREPCEIIHMALEARERELLTITONS, FIS
MiEICLDEHENERBEVRAMNTRETRET S,

2. [RE

CBS (FRESRTA UM VRFUEERT PHBGLBREROERRRT. TOEMHETICL YR
ELVRTAUDNEET D, REVATA VIFR—N—FFH A RICLKIZMERNRBAEEZ RE S
HTMBREDEE LD, FBICHIREVAF UL, REVATA VDESKRTHY .. RPICHE#SE
Nd, EBLEREDATAVIEBAFIERKRICEY A FAZUABm S, T8 (CBS RIBSE)
TIEAFFAZUNEEEL D, Tz ThEREELTHERYARIY—Z VT ERBEL TS,
CBS RIBJEICIFHEZRTHIEFZ IV B DRXERSICRIGT HEBHMFEORWNIAT (E43 Y
B6 RIGE!) AHEH. HAATIEHTH S,

BAFIERBICIEZONS I VEEBORBIEE LTEY. TAhZTIhOBRREE (cblC .
MTHFR) TIEHRELRTA UMD OAFAZUERMAEETINDS, TENETEHEREVRTA ULERE
TEMN, FERTRARY ) —Z U ZBRBICEAFAZUONBIEZ RS =-OFDLREAELLL,

3. fEK

REVRAFURE I BTIEUTOO~@EEEFERET B,
OHFRBRHRREE  MIMES. TADA. BREK N—VFIUT1EE. F&R. iI524E)
QEREE . 58K - VWK - QIBIE - BMG ETILD 7 VEIRERAE BHRBE
QRRAEIR : KEARIE (BAETIEII0mETIZB0%ULTKEFRREAZET )., HAE
@mMEREE : BEINRMASAE. FMERAE. XNMAEERE
HEABEDGE. MNREMNG LD, Q. ODEKRZERD. BFEHRISHANBRIZOERET 5, EA
BREFIZEZETIDEFHERTARY )=V BEART (1977 F£LIRT) @ 40 AL L OREF O#H
HERIRRY)—=05%FYVRITTERNTH D,
FERFBIRANAEMBINTH., RARICESBRETCOHRESRTAOOAVMA—/LICE#ET D
FEFIA L, FBHAEK, BHRE (B . OREFOREICEEZB L TIETILSBLELH D,
REVRAFUREIETEMFARESRFUIZMA, MPAFIILIOVEOLRIZKZEILTFE.
EX, EREELCERBABHERQERKHBLENLENFEEZHS CLMEETHS, UT
DO~@DEEEREKRET D,
O #HEEE : Y BHOBHEESRKEEF. AEEMLTE., /NEEE. KEEfE., (FLVhA, FEEHL
BOEBHEMTILRT. FEREEL,. MHEOCTHOEEL S OBMAERK
@ BRfAEIK : MIEFEORAIFFEMEIC L SR NEE
@ MEEE : EFRFEREEM. 1FhBkED. Ak
@ M - BOMERESAEAFIZREE, TSR, MNMRESAEL S
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REVRAFURENBTEIERRZ (S & DR AEEEN MO Y BELKREFEEZRT LTDA)
Q)EFEERET D,
() #HEEE - ANRAOEMEFEER, AEEMNTR, NEE. [TUOhA. ZEHURD
ERBTIKEEE, HTEE. TUhA. REHREEE, OBEKE. HEKHALE.)
(2) MizfE . EFALURQOIMEMEAE, &FEKEE

NDISE;- 97 3

INRER- R ANEAZEHT . MFHREDRTA UEZE 5S0umol/L UTFTTEET S, FIERITRRY Y
—— VU TORRAIE. BEKDSBIZEEH L TRET S ENRATH S, [ETEEBEEE (A
FAZUERGIR) IT&Y., MPAFAZVREZE Ing/dl LLTFIZRD, EX T2 B6 RIGRITEHL
TIHEY FXFLUVDREREZ1TS5, I -MEBTEHBICAFAZUBENBELLY, TRTEEFR
AX2ans5zy, MBETERILS 0T VBEENENTH S,

EDRUEBLFERREOHAICEVWTERNZ2 A Y (HFOEREAESESR. 2014 £XHBAER) AT S
CENBWN, RALVIZEBHREVATAVOBEAFIVEERICEKY., MPRESRTA UEHLE
T3 5,2014 F£~2018 FOTHRZRFE TIX B EFIAZHFIN . IREHBBOERDOPRIEIE 20.5(0
~46) F . BANEFINBEEE DT,

RAA VBREDQHTEBELZ I FO—)LIFH L, £EICEYAFAZVBREILY BRI
J) RAFAZURET S /EBMER (BHER) ZRAVEESERENVDETH D, RAHICIERmE
POMEBREORE. 1R - HECKDIMBESHD ) R INEL . lleEEZVELT 5,

5. %t

[REHERTRAZRV)—ZUT DB AICKYREFARSGEINISS I TR, EG PRI
BARNCHELTHELEA RABIZAVO— LR REGDERIN S L, MIRETEEHMN 5 RAHI
BCY, ERGAHELENTRERET ARAFLELLH-0. FEZEL TRETHET SILEN
Hd. TRFIEHPREEGD 1/3 FEGFERETETHY ., EXPLEDTAREARLHEFHLS
VICIRHREEZERY ., MEESHARICHT T HEHNOBRARIEE TIREVEREZED D

A, FRBUREHEZEENEZICL L EFERTRTH S,

O EHOHEILHELEE

1.

BEHN

- T 2, CBS RI&4E: #9200 A

- T %:100 AKii

- %:100 AKiiE

RIRDHIE

THEREDETECFHERREENRRTHIN. ALEGFEETHLRREENCEEFINH
BILRE RIFDHIE. RENRBHTHIEHBHHZLY)

MBRMIAERAE

KM (BEERE EISVHTBELLEOREREDHTHD)

RHDEE

DHE (HBRZNLEHEEET LN EKEHOEELET D)

MR

HY (PHPERDZEEE)

BEREESEE
ARERRHEEFZRICIDIERMERBESEOEEETFHEZEZRAVNTHTFEEULZRRET S,
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EEFBHEMRERDSHAMREEBERAREE @AMREBRMRER) HFERRY) -0
HNREBFOERNHEREICSTIEEICO=52REFE ORERICET HHE I

MARKE BAKFXFR HiE P&

MEHHE EiRE#BILEBEEERtV2— KRR REHN

HAEERARFAREE HAMREERCAREERHTIREL RN —2FAL. FARTRARY)—=
VIR BREEEDBRGFEEEERBLEAMNSAUREICAIT-IET VAR
PMRARE REXFRFR B HHEE

<FBREE>
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