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B GRIAEEN L)
HY

6. EEENE
(1) BAFEE :modified Rankin Scale (mRS), BE K&, FIROZTNZTNDFHERr—ILEZRALT, L
TN IULEXRRETD
(2) REET RREREHEOEEESFERVTILILIY EOBEXNRETS
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<EORREZE>
Definite., Probable Zxf& &9 5,

FHREMEEEMEER RO ELE

A JEIK
1. $AMIRMEERE. 2. RABE 3. BB TE. 4. BREEHEE. 5. EEHHHET. 6. BHEKT. 7.
BERFEE, 8. #£Z[EE. 9. MFIREE. 10. FHIBEE. 11. MR -AFEHFHET. 12. HHEAEHEE, 13. B

fEE
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BIREMRR
1. BERREMR
@ MRILELLIE CT RETIEELEEFZESH . EIRICEAELTVAIE
@ MRILELLIE CT RETHEEDCDERELGEEZERO . ERICEELTLNDIL
2. RERMR
AEEL-REE DA 1 TRIE MR EERO  EIRICEEELTNSIE

C #BAIEZH
BEAEAE (PROEXMAFEE. BMENZRME X, IFHRREZRME X IERNZFIELE. 1264
BERE, YT F. HILAMR—V R R—FyhE, BREEZRHER. 2 5HTYTIM—T R,
EHRaEEAR KA. SRBARE. D —J U UAEERE. MEAE. SAPHO fEREE. /0O - FREAEIRE. b0
Y N\UMEERRGE), BEEMEER GEECENR) U ELE), BSE REMEA. SR EREL.
SA L. HEEE. JVTFIVARE., PARIVEIVRE., HVoOAE, MY TSIATERE) | BHREIE
IREE. EBREEER. EQUUBENILY Y LR EE

<gEOhTI)—>

Definite: ADSH1IEE LLE+BMDS>H 215 B (BEREEFM R EREMR) Zm-LCOE AT NEREBZHRIIL
=t

Probable: ADSH1IEE L E+BMDSH1IEH L EZEI-LCOEAT RERBLBRNLIZELD

<&EHIE>

1. FEG8CLLLE, 2 BMLLL)  AERAD (6 y ALAIZ 6 kg LE)Z2T HHIHHS

2. IBMEIREL. BHELSERESHTIHNHD

3. SRMEXMENFIEE. BMENSRME L. 2G4 BBERBRZILOHELI-GEREREEEERE X% ER
LI-ET HRERESFEREREZET 5, FHREEREMEEREX(CIE, iFP BB R (antineutrophil
cytoplasmic antibody; ANCA) Z&&HT-B Az D20, thDEIRIEE AR, FrF IR E EREIE X
L TELRLVMIIAEEND

4. BEREERIRET 2610H5

5 BERUIEESERXEETH610HD
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7. BRI TR RS BB AN B A0 . EEERRE BRIl 5o 2
Ly
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1. Yonekawa T, Murai H, Utsuki S et al. A nationwide survey of hypertrophic pachymeningitis in Japan. J
Neurol Neurosurg Psychiatr 85;732-739, 2014

2. Kupersmith MJ, Martin V, Heller G et al. Idiopathic hypertrophic pachymeningitis. Neurology, 62: 686—694,
2004

3. Yokoseki A, Saji E, Arakawa M et al. Hypertrophic pachymeningitis: significance of myeloperoxidase anti—

neutrophil cytoplasmic antibody. Brain 137:520-536, 2014
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1_ ERIEH > THRAOOGZESIEZL: BEERS IV ESBIREH DD, BELUFINSITOT
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REURIOZFHINITRTITRSDITTIE  BEEFBILTHDKETHS
BLA, B OEDEYDIEEBIEL

[Z1TZ%

3. FEEDEE: BUOVOARERBER AL ELRE T T

AISNDNBIZERELT DD, HITIEN BEETIN. BEHT. RE. BELGHDOHMEF. M
BI%LICITRS LG EICIE N B Z R EELGVVKRETH S

4. FEENMEEDEE: BESIT. BE. BELGADOHRE. MLUEEIZIENTE

ST PHEHUERICENMADETHD ZLELETIHIN. FRAGNEEDELLGVVRETH

34



%

5. ERORE: BISHADNBEDELT SRIETHD
BEY, KERE, BIHEERFYE
PELTS
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BEEESEOLI .. NEDEERNRET S,
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IEBERN 07 UL BEEEHY,

ME BEMAH 07 KRG, 02 L,
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<BEREVEAIMRTHBEOEREESE>
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0. 25dBHL K@ (IE&),

1. 25dBHL LI E40dBHL ki (BRE#EE)
2. 40dBHL LA_E70dBHL ki (hEE#EE),
3. 70dBHL LAE9OdBHL *i& (S EH#EE),
4. 90dBHL ALt (EEHEE)

35



3500, 1000, 2000Hz DEXET. FZANBRWE(RIEE) DIETHIKIT 5,

<HRLBHEDHAE>
LR<EEENE>EAVBE. HRLTDIBEOBEETOB)E 0% THS

KEMBERUVEEESEOEGICEITSBEER

1. WEBZEICAVSERRKRER . REFMEFICHALT. SHEZE LICRROBESTVEEIZE, WTh O
HOLDERNTHELI ARG (L, AREFRDFBETI BRAERF THo T, HEARGLOIZ
R5. )

2. BERFABRICEBTIEEES I OVTE, BULZEZHEED T TERMTHONTLSKETHO T,
Ef6A AR THRUBEVIREZEMMS IS 58T S,

3. BB ERDEEN LEDEFEENEET—ELULIZRELGVNETHLH ., BELTEREZRIRT HL
ARBEZLDITONTIE, EREMBDOFRET S,

36



TEEHRIRET ERHERDIZSHDF TV IUX

mHAEE
£ar MEEHROBHICOVT] EBEXLF Ty JEE PR W=
BN IR (D AR Ton B (RRBE TR E AL T 358 Tho> TEREORBN T RS IR ICHRE T30 ETS), B
[SMEOERDIERRE, BEDIMIBEIC &> TRRIRET 3 ENBRTHD, UREREEE - FHT3C EICLDRESHRANT EOFHE] TRAL, B
RROEBH S TR
1] (MEEMROBMHCONT] D2R=IF o)L 25 ORRARE &3> TREY Z5EF TRIA,
1) KR Uy 1L REDRRN DI E > TRIET B0 TH> T —HNCASTUCRRMERE RO SREEERL, ERIHIRT SRFIRRIREORECD | 2
WTiE, ERICREETS
ASHOBR (RS (&> TEISRITNSD T ENTSHRRIEDER T, e
[BESBE CH THRELIOERE T R CHETRSOERENE L SN TSR (BAOEMES, BE, PLILE—EERENTICHTS) TEEL.
OHERATAMITIE TR KT Ly R (R R R AR —ED S B LI ARSI U SN TV & LT, BREEi e LITHsntsh U SN TURVMBAE. MoMRARAYS
2| ( HEERBOBHIONT] B3 ~6X—3 [ILTNBEOELT—RICEROROT, BRCRT TS, (BIZE NEBEEERRIRONRERE. NEMICRS THRENMTON TSN, RREEie L B
) T. TOEEO—EECOVTHRMTON TS EOTIRRN T ENS, MOBRERIMEIL TS 60 LT—RICRDRD = EFFNT, ERICRETS.
)
UFONTNDOBEICHE T3 EDENRET S,
. SEEAEDR <R,
SERTTENFEL L TLEN
s (rr@gizngitijzw< | OOERECTEROETEES O BERSARB DN, WEDEDOBTIARIL, -
_ —>= . N B2
= 0 TZ | o—HoRETERREEESNC L2, MENDARILETH S,
= KRBT S 3T EN IR E 1 B EENARS NS 3BACE. BELAVEDET BN, HEBErSOBEERCOVTE. RanBEN TSN
S AT HRADHDAESECEEHRNCEET S,
PRCEET BERNEMICHE > TRIFT 3BaTH 0. BANCEREL T BEET S ER< EECHRE DERN R SEET S B
EHORBELEETD
4| (HEEBEOBECOVNT] D8~OX—S8 | [63—EOMRIDMERNERL. TOMRINET U@ BERNERUBNED (BIHEES) | TEREL B
")
MEROA L CRBELEE LRAVZECE S0, EEEAGZEAE CAVER] TR B
‘ BRI A R HESOh R Tl
BESOABICBNT—EDAR D) (DEL | [—EOAH ELTRELTNS [SHORAOOTFHO— (0.1%) RECHENT B [GELEL. o
. ) EERHIRE R RS THR T SHA CAT A EEDBRCEDVTHET 3. -
ax - .
( HEEHBOBLCDNT] DIOR—TE AFBDOAOFHL27{BEA. ZD0.1%(FHW12.75A ( TAOHET] FR29E12EHEMR) HEAFREE) n'5) 20105 SERKEFHE (5 - BROLEIEE
) SEORIE. 0.15%FBEERETBCEEL, BANICIZEEHNISHA (0.142%) FETHBAC(E [0.1%BENT] CHETZEDETS %)
. | OB ORRE, ESRE. BETRTRE. CEEORE. FERESORRE CEIC, B2, BP. 112, MESORSNRRG, BRNEETSS.
BB = g .
iis;uggﬁ(ym%n(gwﬁa@)b ® I—EOBE] Eid. NTFCHETBEDETS,
6 | IR E T B 11 1o | | PEFES ERHLBMROSSEST. ) CLIRRERILELD. TTCERNCEASNTLSRES, BIRNT EOSBNBENTISEN. B
o - i i CEZS LRVEO0, BPIRORMT—EOREREN S, BENISECEDBIIENS T ENHSHIREDT. | DABEESCEEEELTVSRE
ZER | [CHYTZE RHBNBED.
[ EROOBITRE SRS 2B TI TR - FER BRETS
—_ ax
=2 \
sncns B : 2018448250
BEEORNICSL> TR, UFOBRICEETS . HHRRCLZES (HERES)
1 | MERRERIIEL, BT ASREERECOVTEEANCERT BT . B
2 | EBORBE P ERDEA RSB L TRIRAE. —BNAREABLSICTEE, B
3 |BUFREDRICREE, BOAISASENDHALCONTIE. ThENOERERRICL, EXNCAREMAT S ENTE NSN3 EONBESNBLSCTBE, B
EEENESORNICNL ST, NFOFRCERTS . HERRCLBES (HERES)
1| (E8EEREHAEECEEABEE] EVSERAE, FRONECELT, EXNREANSRRSETEDSE. B
2 [T BT ENTATNRNS, HERRARIC & DR OBENE TS BERCDONTIE, TOBRSEPARIRENRL T, BEEERETZL, B
3 |BRC RN TV 3 BEESESN 53 8a(E. FAlE L TERAES RN, B
s e ke
PIRC EIAFREN TV SBIEENIE TR | pacepipms o (CprmanTL S BEEHMSE, TROFLCSL TS, e
BREEEL < (GHREEAOZED
4 BENESNTEHERNEE, X
BEENRELBOBAE BENAEEESRSOEDER, PINSEEHI IREREE R EFAOZROREERL TV BL SRRV TS, SRENESEETEAESs|
UTFOLSBHEERT TS, #H
LTALS.
nSEIEH
R . HERECLBES (FERES)
1 | CNF TR R R RS TR SN RR R (LERER B
) ICD1 0 (BLLI(F1 1) F/zOrphanet (A—-T7xv ) LHIFD
FREHLUI—K
3 | B TSN T SRR OSRERN SFae
4 [ HEE SN TOR R TR 5 3D fr
5 | RES SBREREHRE T SHRYECTRI I — T (IS B0 SFae
6 | NRBEEERRICEES TN SFae
7 | BEHOEE D100 ARBOEE, RADBEROIHEST
o |EFEBAER S DRI, RAEIS OB SENED e
28

(BLbNE wEBZEIEH TV

37




MOLT7FoRZIERE
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oL 7 Fo R Z fE{&EEE (cerebral creatine deficiency syndromes: CCDSs;ICD10 2—F E728)I%. X%
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BE (KFABIT 29%., DRAR=7 11%) . TENEE (ADHD 55%, ASD 41%%:E) | T D D ##RIE K (57 5E5R
BT 40%) %265, BEVCEEICHI-2EEZIEZWNELT D, [van de Kamp M, et al. Phenotype and
genotype in 101 males with X-linked creatine transporter deficiency. J Med Genet, 2013]GAMT RIEfE; E
FEHBIREE (60%) . (TLVNA (78%)  BEIRFE (30%) . ITEIRH (77%) AGAT RIBE BE~EEAM
EE.(TUOVAHA9%) ., TTEEE (27%) . FHRIRIET (67%) [Mercimek—-Mahmutoglu S. Rene’Review,

2015]
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EAENEEZLN TS, (RETHADHHIEE H1EEED 1%[Clark AJ. Hum Genet, 2006])
HAT®O SLC6A8 RIBEEIRFF DRZEFIAZ N EFBRENS,
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MAESIERIT L. EZALNS,

GLT7FUIX,. BRMODERIZEKINEEDEDE, TILFX D ET O UERBELTTILXF =T
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19l E: MEEBIZ 85 em
GEMD, BiBREE 1985; 76; 189-196)
19FERECHERE1ImMLLE: BE(m)x5+0.7cm
19BmEFECERE 13mXEXiH: BE(m) X5+ 1cm
(19 mARBOFTEXITEALTIE, BARA/NR 1983 451(3966 B ) TEHAZITL, HERER/XIERTTH D)
2. IRERR UTD 2 2024 F 2RSS
a MEFHICERELMEOEEIEECTEMARSZEELL
b BEDHMLLEL IOV DAAERTIRALIZREKAK - FREELROLIFEE KRR

oF: VI

UTITRRENDEBITHSI ZREDEEMR.
(REMARBRAET X, RAEMEME R RAMBES, BEILE BHES- AIREXELE ISR DRE
FAZERE)

D EEFHRE
1. HNFTZEE (FFHREREE, BESRE, BEFERERRRGEDMRNHONIRICREEZER)
2. PAX2EE (BREEBTLVICRHBROMREELSHONIRITREEZER)

<gEOhTI)—>

Definite: A M55 1 EHEUEMND BD361. ZiEt=L, C DER T REEEEBRNLI-LD.

Probable:A M55 1 IHE LI EMND B D55 2. =L, C DEATRESEEBEZRIILIZLD.

Possible:A M55 1 IBEH L EFH-L, C DERITRESEERERINL, D EH-T31D

(B D3. FREIOERELEFENSD. )

(B M4. IIBEFRRETHY, ZHD=-OICBEREBIBHIZEIOHZEDTIEAEL. )

(D [FEFREE D 10%FEEICHLDOEND LD THY, BEIFEMETEL. )

Definite, Probable DATI1)—%i&1=FEBEDISE, BMDIH1. 2. ZLEICEEEEHIET S (T CGA N
L)
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<EBEEESE>

B Rer o RI-EAEKE 74 (CGA 7748)

FRIOEREEDESIE, AABARETETLONIEEREREZELEGL.

AR OERKE, LLIETRED CGARNETHRELULDEEE, HAHVIEMEEZVLELT HEHZEHR
E9 5.

EEE EHRX S Al A2 A3
RS BFLTILER E %%&37%7"5 > ﬁE’I&T’gj‘E >
(mg/A) & &
R7INTI/Crik
(me/gCr) 30 ki 30~299 300 Kk
SmE B
BR REBEE e BEEEAR SEEAR
ZRMEBRY (g/H)
BHEE fRERA/Crtt
ANER (g/8Cr) 0.15 ki 0.15~0.49 0.50 LIk
Z Dfth
EEFEE
Gl | =@ =90
E®E - -
G2 | mEET 60~89
BE~
GFRE# | 6% | mppr | 4559
(m L/%/ -,
1.73m?) <~ ~
G3b | et 30~44
G4 SERT 15~29
FEPERL
G5 (ESKD) <15

BEERERKE -GFREXD - EARRAEEbE AT —JICLWEHET 5. CKD OEEEIFET, K
HEFRL, DOERCRENVX 7B IO F—Ua&EC, & , ALY, R OIEIC
AT=IUNPLERATBIEEVXVIEERT S, (KDIGO CKD guideline 2012 % HA A I 8Z)

eGFR DEHAZEIE, LLTEERA
19 AL 194 x MiF Cr ' x &% (ZMEDIFE(EL x0.739)
2RI E 19 BRi#: 1102 % (ref Cr / s—Cr) +2.93
B IR ref Cr =-1.259Ht%+7.815Ht*~18.57Ht3+21.39Ht?~11.71Ht+2.628
% IR ref Cr =-4.536Ht%+27.16Ht*-63.47Ht*+72.43Ht*-40.06Ht+8.778 Ht(H &) DEALI(E m
2@kKid: LA TEH Lz eGFRICUTDRHM REZFELDHILICKYET
R = 0.107 X In (age[month] )+0.656

KEWMBEERVEEENEOBESICE TABEEE

1. RAZHICAVSERKRIER. REMRFICEALT. SHEELIIHFERORENLGMEEIZE, WThO
HOLDZEANVTEELI AL (I, BREROZBZ R ERKERE TH> T, BRATEELLDIC
Bdo)o

2. AEMRRICBTAEREENFEICOVTIE. BYEEZHNEED T THENITHNTLSIKETH-T.
Eir6M AR TRLEBVVKEBEZEMAFITHIEET D,

3. BB ERDEEN LEDEEENEET—EULICRELEVNETHSIN ., BELEREMRET HIL
DLBELZZDICONTIE, EREBMBOXNRET D,
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IEEHRIRET ERMERDTZSHDF TV IUX b

mBAIRE
1] MEEMROEMHICDOVWTI ZBEXLFIYIEB =8, JERR wE
FRENRBAR (3IEAED K AR C 2 (REEE T2 EAHIBAL TV BIBAETH D THREDRIANTTDIMBE AL (CHETDIEDET D). ]
FIMEERIDIERRRE, FEDIMIBRE(C K> TRBNRIET D ENPHETH D, UZBERZLE - THI DT ECIDORESERNT ENTEE] TR, EE]

FERDHABNEAS N TR

1] ( MEEMROBMHCONT] D2R=IF |01 ), 2B ORRARE &3> TREY 35RF TRIA,
) XIERRU. DAL REDRRN R E B> TRIETDEDTH> T —RNCHISNIZBLER & RABREIEERL. ERNBRT IRENRBBREORECD| &N
WT(E, BBNCHRET =TS

AShDER (FRER) (CKD TSI END T ENBASHRITIREDIRRF T (F20. B

BEBBECHV\THREUINDOEREZR(CAERREDOENHE L SN TNDER (DABMRER. BE. 7LUIILF—RERENTNICHZD) TE>RL,

ABDFERIAROIIENTLVRL KIZZ U, AU (CERR DR MR D BB CER UTMERMMARIICE U SN TV E LT, FREEAIE LIERNE L SN TURWMEE(E. thoisRERh S
2| ( HEEHROBMCDONT] D3 ~6R—2 |ZUTVWBEDE UL T—RICEEIDFEDT ., ERICRFETD. BIXE NEEBIERFERRIROMSEMA(E. NRHICR S THERMTONTH D, mRZBEMLEL EE]
28) T, ZOBED—EEICDVTHERMTONTVDEDTERNT ENS. MOMERARIMEIZIL TLDEDE U T—RICEDIRS C &£FTH7 ., @RI 2.

)

HUFONTNNDBAICHLT BEDEHRETS,

SERIBEIE < B,

SRR AN HEYL UVRLY

s (rﬁigzzngitijzwﬁiyﬂ OHERACEROE RS W RRS ARSI, BADEHORTSAERIL, .
" ﬂ; 77 o SoRETERREEESNB I EEHEN. BENDARIBE TS 5.

a SARERT 32 EN AR R BRENSATENGEET SHACE. BELEEOE TN, MEBIESOBEERCONTIE. HANRENTHE N

BB T HRADT HORFHECEBHBNT & ETB,

FR(CERY AERNREIICHIZ D T T 2156 TH D BARNICEIRIEL THSIERY 2 LR <EREICHIZ DIERIFHRX (LBTET D

RHPORBZNEETD
4 | ( [EEHROBMFICDLNT] D8~IR—8 | [HD—EDHROHERNEIRU. TOMBIMET UEFERNMHERULBVWED (RIMERES) | TERWL
)]
HERDH L TREZUEE URWVEE(CEEFED, EFEADZBHEURVVERR] TER0 B
BEBOWET (CAVWZEFAEEDHRE FLICR
#
NEAOHI150075 7= D975ER]. PR 29FEHEA
BEBNKRIBICENT—EDAR CF) (SEL | ["EDOAE] EUTRELTVD [BHTRAODTFHID— (0.1%) ZEICHETIEH (HELR. MREBCRIAR BEOMRRE(CH I DLERABE
5 ANA XIEEHRREER TERZITON S CAFURRBELEDBERICEDVWTIHET S, gu  |RIERERE (EER79%) (CEDHESHEME. o
( HEEEROBMH(CDNTI DIOR—5 ABOAOFIL27BAN. TD0.1%(34912. 75N ( TAOHEET] Frk29F12BHEME) EHEAGRTE) HS) SR, NREEROHEDTESSHR SN
82) HEOHIE 0.15%FKEmZERETITEEL. BENCEBEHNI8HA (0.142%) KFETHOITBEICIE [0.1%EELT] (CHHITIENETD 3, 2TONRHPIREEE, KX3WBE, 5005RMU LD

EFEHEOE T2EOEE377MR. NEADE
15005 & U TREKRDERZEBETHERATE, A
14830005 %7/2D8450 LB ESN, BEKNAD
D0.15%I(CHHH T D1I8HAZBR D T LR,

. ; OMBEORERE. BIRRE. BETRITRE, LBSNRE, FERESORRE 60, H2. BP. 112, MRSOBSNHRSE, ZONMEETHS.
A= (o D) H
iii;“ggﬁ(xm%n RIDED) B ) 1) Eig. NFCHATEEDETS,
6 | BT 11| | PEFEE ERNATMROSSESD. ) CESIRERULELD. TTCERNCEASNTOSEES, BHRNT ENSEIBSNTLSE0. By
= - i | S LBONE00, BPIROMT—EOMERMNGD. BENMSECLDBIENSCEHBEBIEEDT, | DABERSTEERELTNSRE

s8R :
i [CHHET D& RBHESNDIED,
2op | QABHESES
, | EReoBHREEBFEEACHVTI TR B FEBE | HI24128158
BENTLS 2op | BANERES
ARH : SH2&E128208
BHEROREICSESTIE. UFOERCBETS . Iy BHERICLIEE (BERES)
1 | BELREEIIEL. BLIASRBELECOVTERANICRRT ST, P
2 [EROREEROEA RSB L T3I8A, —BNARREABESICTEE, P
3 | BHEEORCRRR, BOPISHEENBHAICOVTE. ThENOEREBREICL, EXNICAREMRET ST ENRY L HEN3EONBESNBLSCTBTLE, P
EEEANSORNICSEoTE. NTOSHCERTS . BHERICLIEE (BERES)
1| [EMEERFHAEECEBABBE] ENSEZSE, BROBECHLT, EXNLBSNSRREETEDB L, P
2 |AET BT ENRAFIVRN, BERSARIC & DEROBENIE TS BRAICOVTE. TOBRSEOARIRENRUT, BEEERTTSCL, SF
3 | BRC E R EN TV B BERE S ES NG 38A(E, FAlE L TSI ESERNB T, SF
RS EIAFREN TV SBERDEE TR | ocepipas s (e n TS BERHESE, BROWLCSLTANS. o
BREFEL < HHREEADKED
4 BENBESHTFREE. X,
BEEMREDZNEAE, BRI BT SISO, SR AN IR E ST S EEAOTBOREEEL TV S LSMERICOVNTIE, YRSt s BrEMEss |
T DESHITERT S 3. iy SFm
n ZEEH
=1 . Iy BHERICLIEE (BERES)
1 | cnETICE R AR E RS TR S N RR R LERERD P
5 ICD1 0 (BULKI(F1 1) F/fzOrphanet (A—=T 73RV k) [CHBIFD
EREBLUI—R
3 | BECIREER IR N T SRR DR SF
4 [ RSN TV VAL R TR 5 30 SFm
5 | RS LUSBRER N B & T BHRVHOTR I L — F (HLIFES Bh SF
6 | NREBEEERE CEEENTNBD P
7 | BEEORE 100 ARBOBA. MADBEMDIET
o |EREBAERSLDCHAS. RBESIORFIREN SN s
(BUBNE. RELECEHTEL)
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IO

1. @M=
FIAVEFEICERZBASHEGHERET, MNREREOHFVEETHS. TORBKIBITHASH
[ZHED TUWVEWER S NS, SBERIXHEILTUVELY,. EAMIZ 30 RETICEFIN KRB SITETT
BFRIARDERTHAD. NERERETHY, EETKRABTFLICBITLTCERBEEZETLH-D, &R
7 RPZRALTRIDEEEZLELT D.

2. RE
NPHP B FEENEDHERLLS. NPHP EIEFHNI—RTEH, —RBEITHFATEHIRTIARAFY
FEALGEDRIBIZEKY, KRB DILRHDVDIEEBEFEIBREDLEHGIRHILEZE-T. TOHER B
HEEEENEITL, RPABLRLICES. LHL, BREKRMICHRIOVEIRONSEFICEVWTERFER
DRIESNDHEEILHTH 30%EETHY, WELICERMLBASHIZE>TLVELNESEZL.

3. fEK
BHERE, HHIVEBEFRLICHESIERELT, 28/ZR, BREIRAZ/RR RERZEES, M0,
BMENRSNDEIENDH DN, MITHBMNEREIBOLNALGNIENFEALETHD. MEXLHIC
BETA-ODENFELREONDD, ZOEEL 10-20%2E THD. KRWELDELT, MERETH
fiE, BRES, FREE REEFLTENDHD.

4. BEE
BARMAERETGD. BRLETEINGHTI2-O0OREHLAENTHON, BEMCEmMELEDE G
fE 23 L TRHERE D ITHh .

5. %t
EARMIZ 0 BRETIZEFNKBBERLICEY, BREEEGEN, BB 2ETS.

O EHDHEICHELER
1. BEH
130 A~220 AFEE
2. HmOHE
TBH (NPHP ;B F DEEMNRE SN TIVD)
3. MRMEEAE
REES (REAB A 2HICITBEREERD)
4. REIOEE
HE(NREARETETETH D)
5. PERE#E
L
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6. EEENE
BAREDEEESEICIEL CKD EEENEEZAL, E—FIVTDFDERENRETS.
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BAESBHEREHRERN A AR RETRE R
INRBEELO A - BEA BB B OB A - B HAHI O 5 B(20FC1028)
BERESE LEXPEPHIRHE %08 ARRS

SRENHESS
LRAFRIELE RREESEMAE BR-SOERAR HR #BER

BANRRZER
LHERIELE FEEXRFEZFA/NERE g BEREA

BA/NERERRFS

LFERELE SEXFEFIVNERT BREER REHEN
RRRZEFMEMAEE L8R BREHhT
IR FEFIV/NERZHE B BAEM
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<EORREZE>
Definite., Probable Zxf& &9 5,

A FERR

1. BR

2. WRFITBRFERKE
3. E&K K-2SD)

4. BIME

BREMR, B EHIE
1. WARR
BEGRECERMYERE
2. SEmR
. FRIZE, MEHRE
BEREE <1.010
FRepp2 2045 07U L F7F =t 2300 pg/egCr
BEARMES S
mpAESOEUE <10 g/dL
i ERRE
/1M R ERAE S A
ii. BREMR
a. WREMR
BREZPILET HRME O EIBRILR
FREEEEEOFHAIMEL
b. METIELELALEBENSHEETHIMR
B R EBRIA
RS -FE~DHRRE
PRIAE - P EE SR AE 1L

C BNEHHE
MEEREME
ARERES) KR
FrEEF
BIEEE
AR HEE

D #EAIZH

BERRERRE, BERXEAEESENERE BEXBARSESELEERT,

K&

161

EREABERBERERS



E BInFHRE

FIOVBIZEET BEEFNDZER (NPHP1, INVS, NPHP3, NPHP4, IQCB1, CEP290, GLIS2, RPGRIP1L,
NEK8, SDCCAG8, TMEM67, TTC21B, WDR19, ZNF423, CEP164, ANKS6, IFT172, CEP83, DCDC2, MAPKBPT,
XPNPEP3, SLC41A1, TRAF3IP1, AH11, CC2D2A)

<gEohTIN—>

Definite: ADS5 1 B UL LA D B-1 MDD DERITRSEREFRINL, EEFH-TID

Probable:AD>% 1 IHB KLLMD B-1 MDD DEANTAETEEZLZRNL, LTOEHETH-TIO
BAERETHOTWAE S B-2-ii-a DLVThm 1 BEZE-TID
BERETOTVVEWMESIEB-2-, i L CEEHLERML 2IBAULEER-TLD

Possible: ADS% 1 B LI EMND B-1 D D DERIFTRERELERNLIZED

<EBEEHE>
BARENEEEDICIX CKD BEEENFEZHAL, TRRE—FIYTOFOBRERNRET S.
EA=1745%) Al A2 A3
REATEE
SRR E BEEAR | SESOR
(mg/B)
EHB/Cr it
RE&ER/Cr 0.15 5k 0.15~0.49 0.50 Lt
(g/8Cr)
G1 EEF-IXEIE 290 % H Lo
G2 | EBF-IIBRERT 60~89 % H Lo
GFR X% N
. Gla | BE~PHEEET 45~59 # Lo 7
(mL/min/ - -
173 md) G3b | HEE~SEET 30~44 Lo DI 7
. m
G4 | SEET 15~29 7R i i
G5 | XEIEAR= <15 DI Fr i

GFR DEHAEE, UTEFEA
19 LA E: 194X MJF Cr'% x % (ZEDIZEIE x0.739)
2R LLE 19 R 1102 % (ref Cr / s—Cr) +2.93
B IR ref Cr =-1.259Ht>+7.815Ht*~18.57Ht*+21.39Ht?~11.71Ht+2.628
IR ref Cr =-4.536Ht+27.16Ht*-63.47Ht*+72.43Ht>-40.06Ht+8.778 Ht(H &) DEfAIIE m
2@kKi: LA TEH Lz eGFRICUTDRHBM REZFELDHILICKYER
R = 0.107 X In (age[month] )+0.656

XPMEERVEEESEOBSICHTHEREER

1. HWAEZWICAVSERRER. REMRFICEAL T, DAL LICHRORENLGVGEEIZIE. WThOR
HADLDERANTHELI AL (IFZL, HRERDEBZE T I BRRIERF THO T, HERATRELHDI
BR%.)o

2. ARFRRICEITAEEE SIS OVWTIK BYLEFHEED T THRSMTHONTLSRETHH T,
Ei6h AR THRLBVIREEZEMMN I H2EET S,
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3. GHEERDEENLEDEEESFFT—EULICRALGVETHLA ., BELERETRIKTHL
ABELZIDITONTIE. EREMBORNRET B,

163



TEEHRIRET ERHERDIZSHDF TV IUX

m /AR
#R EEEROBRICOVT] EREXLFTY JEE s, e =
IREARE X (R R AR T B (BRI T EhHIB L T 384 Toro TEREORIATH B A ERICHE T 36D ET3). e
IIME TR &, BEDSMERIC &> TRRIRIES 3 EHBHETH D, MHERAER - FHT 30 ECEDRBES AN EATHI TRV, o
FROBEIS T
1| ( HEEHMROEMFCOVNT] D2R=IF |0 )L REORBRHERE & 2> CRIET B5A TR,
) KT Uy DAL RE DN RIS E 1> TRIET BEDTH> T —BOICHS NBRER ERESREEET L. EROHIRT SWFIRBIREORECD |
WTlR BRICREESTS
ASHORR (FRE) (Cdo>T3ISRIENS T ENBSAETRIEDRR TR, e
LS C BV TR AL O RS A B CHERR S OBEN L SN TSR (FAPHIMES, BRE. PLLE—REBLENTICSES) TRE,
RDHEFRARAEI N TV KT L. R IR DR O R — BB B E L IBSEAMARICH U BN T E L TH, FORERIE LITiBRnm 0 SN TUOEBNSA(R. MoiseRmve
2| ( HEERROBHIDONT] D3I~6R—3 [ZLTNBEOELT—RICEMOROT, EHCRITS. (IAE NS ERRIEONREREL. NEHICR> CHEARMTONTED. RREEIIE L o
zm) T TOBEO—EEC OV THREMTON TN BEOTHRNT ENS, BOMRAERIEILTOBE0E LT—RICRDRS =0T, BRCRETS.
)
T ONTNDOEE CHLT ZEOERRETS.
, SEBRSEN RN,
SARUTENFE L TUVRL
s (rrﬁ#izgﬁfitijzw< | OOERECTEROETEES O BERSARB DN, WEDEDOBTIARIL, -
o —z o N ax
. w0 “Z o moBE CERRELBSNT L EB BN, BENDATNYETHS.
" KBRERT T ED RS S ENIARS BT BBACE. HELAVEDE T, BEBESOBEERICOLTE. HANRENTSBZ LD
SHEECHBADESORRSACEEDRNT £ £ T3,
BRICRET BERRMICOR > TIIFT BBATHD . BANICRRIEL THSEAT ST & < EEICHE DERIERREBET S P
EMORBRELELTS
4| (HEEBBOBHCONT] D8~OR—T% | 53— EOMMOHERNIRL, TOMMMET UL&EERIERLANED (RIEKES) | THEN i
")
FERDH LU TRBZUEE URVVEE(CEEED. EEEAADIENE CRUVVRRE] TRV B
‘ BRI R R IEE R R TR
BESNAIBCENT—EDAR (D) (CEL | [—EOAR ELTRELTNS [BHORAOGTAD— (0.1%) RECIESTSH (SELEL. .
2 XIEEHRRT EBATHEAEITONRT B EIRDBIRICESV\THET 3. ) . S—
5 R0\ KIEEHRIRTER Himz T DR CAFURLEADBRICEDVWTHETS e S E307 AR o T B BRARL

( HEEBROEMHCDNT] D10~

B2)

>

AFOAO>IL27EA. TD0.1%(3HI12.75A ( TAO#ET] FR29F12BHEMB) #EHHAHRIE) 15)
LHEOMIE. 0.15%FKHZEREIDTEEL. BENCIBERN18TA (0.142%) KB THOIBACE [0.1%REUT] (CEEIDEDLEID

IC, A TITONEROEF FAEEREZRE
LTHERt L.

BHRODZUERE (RFTNCETDIED) H
HIZLTWVD

=2
TEEZN

OMBEDRIMIE. EFIRE. BEFRITRE. EEFORE.
@ [—EDEE| L(F. UTICHHTZIEDNET D,

REREFOBRELEC, ]2, 12, MZEOERFNMES. SENRERTHD.

IICIEEZE LRV, BORIERR, BEFRER

6 | IR E T B 11 1o | | PEFES ERHLBMROSSEST. ) CLIRRERILELD. TTCERNCEASNTLSRES, BIRNT EOSBNBENTISEN. B |RIOSECRENBEOTSED, ERNREY
=“?%H: - i 1 ([CEZEURVWEDD, BRROB T—EDHE:RMNSD 0. BHNMEIRICIDZMSNDIZENHESHREDT,. | DEBEBDIIELEBIRLTVIRE ERELTAHRLSNTWLS.
= i [CRNTBE BHSNBED.
2 BABRES
7 LEE6DZMEAIBMRER(ICHNTI TITE _ #GER 28128158
BENTNS 2% BANINES
#&ER 26128208
BUEEORIICLESTE. NTOBECERTS CONEL BERBICLZEE (BERES)
1 | RERRERSIEL, BREIAIREERE COVNTERRICRRTBIE, e
2 | EHOREVIEROBEEZHVELITDIHA}. —BNRFEIRERDLSCTDI L, B
3 |BIRBEOTICRSE, BOASNSENZHECONTIE TNTNOEREHHEICL, EXNCAREINT ST LN RS LU SN 3 EONRESNSL5CTBT L. e
EEEARSORMICLES> TR, NTOBECEETS CONEEY BERERCLZEE (BERSS)
1| IEREER B AEECEIABEE] CVSER SR, RROBIECEL T, EXNBERN SRREETEDST &, e
2 BT EABAFNRUN, BAENSARIC & DEROBEN TS BEMCONTE. TOERIEOLINREMELT. BEEERETSCL, F
3 BT C RN TV B BEEATEN G B8R, FElC UTURATEZANDTL, F
BIRC & (T EESAET ) . . wu | BARMERETH B, CKDEEEDH \
PIRC EIAFREN T SBERIMETHE. | e g o (cprman TV SEEENES S, BAORIECHCTANS. gy | TERBTHBRD, CKOBEEIRER
BEEEE L < BHAEBAOTID 3.
4 BENESHTFREE, X
RSN HE(, BN BEEESRSOEDER, BINSEEEIIREREE R ETAOZROREERL TV LSRRIV TS, SREHEEsEEEIEss| .,
T DL SBHEERTT B, s
LTHWS.
n ZEEH
£7 s, Iy BERERCLZEE (BERSS)
1 | CNETICIRE BRI B A TR SN2 AR R SRR e
) ICD1 0 (BLLI(F1 1) F/zOrphanet (A—-T7xv ) LHIFD
FEABLUTI—K
3 | BEICHSE R IR SN T\ B EROSRIER Sy
4 |JETER RSN TRV R TR 55 Sy
5 | HES SUTRERE R E T SHRICHED L — TR HET B0 Sy
6 | INREBHERERRCIEE SN TS e
7 | BESOREN 100 AKBOBE. HADEERONE
o |EFEMAERSDCHAN, RSB OB GRENSENSD S
oA

(BELHNIE, RBERZIEHT =)
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IN—HB—E&ERE XTIV EIEERE

1.

BME

FERMERMERBEREZ (I >TET DEMRBETHY., 1)IEHYD LME. 2) KEMHETIILHO—LRETR
L.FIRE.ETEOER. BETRGEZRMUERZH OGN LEBMBEELT D, €K, BRI
EAoHAERBN—— HHBN-F—BIVFYTILIVIZDBSNTERD, EREGTFEES
UABHLMZRY  REFFEEREGFINCHREENGENS N—F—ERBEETYTILIEREE L
FRREADEAZITICEN LN SN S BRRISTIHEESATEDIA TS, HEEZETIZHE N
TIXEGEFEMARLATH D, N—F—EEZETIARESE. EFELELHI—A. FUTILIUER
BHEIBEECHAMEDEREZROLGNESNTELA ZRICEIZEF R HHET . REHERGED
ERESHEICROLHN, ERICZEENTOGW, FEEREEERBFICEIEREBESATOVENIE
Mo RRBICKDERERHE TICELATHSEENHEHLD,

2. [RE

BRAEICRIRET DL LEER. FrorLEFI—FRTIEGFOEETRET 5. EARMIZITLUTD
Y THD, NKCC2(1 BI/N—F—JEIZEE) . ROMK (2 BU/N—H—JEZEE) . CIC-Kb (3 B/ \—2—JEIEEE) .
CIC-Ka B XU CIC-Kb [Z£ED YT 1=y TH S Barttin (4 B/ \—2—fE{ZEE) . CIC-Ka H KU CIC-Kb
DEADEEFEE (4b BI/N—42—fE{ZEE) . MAGED2 (5 B/ \—H—JEI%EE) . NCCT (FvTILIUIEE
B) 5 BIN—F—ERBEDA X 2EKEHETHAN . TOMEIERBARLSHERHATRIET 5 (5
RIFERE 1),

3. fEK

FTRTOBEIZENT BERPHAETZH I QOLDETZEELT . HMLTESDRVEDEIFAT
BIRY 5. REIDZRO=O, BRICKEZET LB, FEN)VLMEICKY QT ERZRHS
CERHD, TDMDEFEDFHILITERDEY THS,

1) 1BIN—5—Elx 8
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=2 TYTILIUMEEE ORI ST D FAESRE (Cruz et al, Kidney Int 2001)

XTIV AEIREE (%) ’E A %) 2= (PfE)
ERRAEK
%) 82 68 0.172
HEL 80 40 0.0005
K1 34 0 0.0009
FARER
) 442 0 <0.00001
HAET 70 4 <0.00001
BmlrLhA 84 40 0.0001
SEER N AU FTE 1.7 L -
FAtEIE - FhdE 52 28 0.048
RERE 6 L -
E3)0E 54 36 0.141
g
R E5ER 80 24 <0.00001
%8R 64.6 36 0.066
%R 50 16 0.004
mp=) 76 12 <0.00001
& PRIE 119 4 0273
BHIELF 90 20 <0.00001
EinlEs 62 12 0.00004
B A AE K
Mg it 8 7L -
& 16 A -
i-Er 16 7L -
RERE 78 20 <0.00001
Bt 62 24 0.002
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RHoNGN, REICEHIREBEZEHTIERENHY . BRFELEEBEORYZHLAREFOE
BENEETHD. 7R A-1 OZEEDO—ZIZ7IOAR—PRADEHNBESNTLSH, 7EIO/F—PR
DEELRETHY HOL BEZFHLEWNESIE. £HMTIO(F— X FEEHR 28) (CTRYIERS,

2. &

M DEEE 778 A-1 A ABCAT [THEE T B EM ., HDL R D E—BREETH 5, ABCAT [ZHEAA DT
LATO—)LEH T 1 EEZ IS . 7R A-1 AT HIETIALRATA—ILEMMUT pre S-HDL &£%%,
KIETIET R A-1 DRIEFEF-(FHRETEL (LY HDL AFEE SN ALV =6, iF HDL-C, 7 A-1 2B
ELIMEEEL S,

3. fEK
AIRRE
AIEEALLIELIERHOND
RERE
HEEMNLIELIERDHLND
,L\Euﬁéiﬁﬁ
BEAREBDEHINZERHLNDS
mERERE
ZBA72{E HDL-C MfiE (HDL- C<25mg/dL) T, MET R A-1 (£ 20 me/dl ki
7R A-1 EHME HDL ORE. EE~ETLEMN T UESM4F, EELAILOD LDL-OLRTA—/LE
RHB

4. BEE
BIEFAELEDRANLAREIELE, EHTIBARELLEERBEDO T AENRILELS, FERR
(MR ZEHITIIENEFDABLNEETHY., F-EOE. BELEDBEREFOEELE
EThbd.

5. %t

BEARER B E DBIRFELIERBICRYRECELRD DE. DAHBEELGEDORECEEL. EHH
KEAREILERBDOFIVINEETH D,
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100 Ak (OAETIE 9 FIARE SN TLND)
2. RIADIE
R (TRA-1 BEFLEENEETS,)
3. HEMLAEAE
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4. REDESE
PDEGEETEEEEELL. REEENEERGET 5150, )
5. BEEE
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6. EEENFE
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<EORREZE>
Definite., Probable Zxf& &9 5,

TRIVRRL 1N A-1 RIBFE DS MR
A WIRIEHR

1. MEF HDL-aLRTA— /LA 25 mg/dL K
2. Mmep7HRATI A 20 mg/dL ki

B. fEIK
1. AEERES
2. HAE

3. BRMUEEIREE (514 55 mRib, T 65 mARiE)

C. #AlIE2H
LT DEREZRNTED,
A U—)UiR. LCAT RIGHE. —R1EE HDL-OL AT A— /L MfE*T
(1 S ELFMER, FES GFICHEZOEER X, BEHZEL) . 2SMRXEREOSMEH. NAZFD
HEMKREGLE  BEHNALAOGTOITO—IILORRE. 707 3—ILET(TS—bOFA(TOTa—)L
RAFLEEZEONAELEED))

D. BIZFHRE
APOAT EIEFEEDREE

<EHOHhTIIN—>

Definite: ADWRIE B Z =9 I T. BO1IEB U EZiE-L. COBA T RSKEZRIIL. DERET LD,
Probable: ADWZRIEB -9 HIT. BO1IEB L LZE-L. COERIT RSKEZRILI=1D,
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RIEMHEE B URA VU ILfE (FHBL) 1(GREZEK)

1.

M=

REEMEE B URA /Y MIEFHBLT [EREMICIEILATO—/LIEERT . &L BABIEEERORK
BTHD, 1987 FITRKERIZH T, TARYKRZL /Y B(7HR B) DEE (APOBEIZFER) MAREIESIN
tzo 7R B DEELHEEEETE L1207 APOBERDREEZESARDIZEIZIE., £ B URAL N\ MELR
FRICELLVMEOLRTE—)LIEZEKX T, BEMLHPD TR B EFHVRIV/AIPTHR B IFELEELL
%, BEIRINER L ZNICKDIEBRME AU RZENRILMBBRLVIFRT 5120, B aETsRH
[HRGEL ARV ER TSR AERAE K . #iREEE KL 55,
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Y, 7R B-100 [ VLDLCRAEHBADIALRATA—ILLEEDISE DEMERS) DEAIZNHETHD. 7
RBEEDKIATEMRTRBEERL. ChOTRBEFIRI VDS BEELRILIREE KT
R.MFOILRTO—ILAETL. 7R B BEMNMETT 5, 7R B DEELHEEREETELI-5F APOB
ZEOKREESATIE. BB IRAVNNVMELFAHEOZELVMEEMEEZE T 5,

3. fEK

4.

FEMARIREE & ENISHSIEBRME SIS ORINEE (BICEFIY ERZ)ZRHD, BHRROES
&Y. EEGSRICIHRARMBELLIIRFTIEME, BETH. BHEREBTEZTEET 5.
T EBRMEAIDORIEEICLY., FEREREMLE ORI, ZEEHEER (T REMEC
FOEFKFCEMRE. REARESICIIMEETORRITELLBE)EZET S, EMNICEFIY K
RZIZEHHEMEROCDFHEICL DT EIREEZSHLID,

BEE

RAEETLGRHEREDH THD. BBEEFIZD OB FTBEZITON. BICEFSV ENEETHD,
#HIRIZIX1 8 1,000~2,000mg, A AIZIE 5000~10,000mg D RIAKXEZRE(CE>THRERDFEERV
EREZBESEIAREMENH D HILRERITH L TIZEIHFIR. $5ICRERIHEREHIRT 5. XERE
FIZXLTIFAMO3I/0 R T (RIS S EAERA (medium—chain triglyceride :MCT) #5352 &
255 (F=FZL MCT IZKAREZEDBZRDOAIREHIZTBET IV ENDH D).

5. %t

AR TIE 30 MATRETIZHITEZTLEZLWADL EEERT CL4H5.
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<EORREZE>
Definite., Probable Zxf& &9 5,

REEMHIE B V) RA /7 MfE (FHBL) 1GREZEA RN E#E

WAZEIE B
e LDL-aL A FA—)L 15 mg/dL ki (Friedewald IZ&B) £ Zm 7R R4 /3% B 15 mg/dL ki

A FERR

1. CHIESRER BRI RIREEIC L DMEMTE. BETH. IBH ., fiREELRE)

2. MREAEIR GEBIKER. EIERE . REAEESCLXIMBET ORRIELLGLE)
3. MRBERETME (RE. AEEE. RHETRLRE)

BH&REMR
1. BRFMBROEE

C #AlIEZH
LT OHREBEERNT 5,

8 B URA /Y ME . hAASHOAZHR (T Z—Y> (Anderson) i&) . K ARMERETTHEE
XEE B URAV Y MIEEDHERTEN L. KAADT—2DHTIERYE THY BEEFEEDREEZET HH.
LUTORRESEICEAITEETH S,
REBREARFEREDOSE 1 EEREOILATO—)LEE

RIRMIE B UARA /XU MSE (FHBL) 1 (3% £ EARKEMER (XEBMER) THAO. REES AR IRE
DE 1 EREHFREDANTOEARICIEIEMEZRODM., & B VRV /AVMEEELEEBTER (SHEE
) THY. FRERERRIFEDS | EAREOATORSARICEERELELZROL, MR- A mnE
fEE-Mmh 7R BRE. BAMESIVEEDRELSEIZLD,

D EEFHRE

APOBEILFNEE

<gmohTa)—>

Definite: IV ZBIB B ZiiaT=9 HIT. A-B DFHAEED>5LVIT NN TIEBE U EERZL. C DERITNEHEEE
BRSML.D ERT=T 1D,

Probable : A B =9 HIT. A-B DEHAIEBE DS I 2 IERE U EEFE-L. C DERITAEHKE
#RONLIZB D,

Definite, Probable Zx{%& &9 5,
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1
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. EREETRA ERBUE U,
4 [ R SN TU B R TR 5 30 SF
N _ 257 S NELZIN 3 2
5 | RS LSRR RN R & T BHRIOHE )L — T GRS B0 sy |AMED ORFRID) BIUBSREG (B OI
IL=THEETITO>TVD,
6 [ NemmEERECEEENTOBN P
7 | BESOREE 100 ARBDBE, RADBEMOET
o |[EFEBRERISEHCUALY, RRETAORRBREN SENS .

(BLspNE, BERZIZHT L)
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D—T T IV EREE

1.

WZE

=75 V7 VT EI%Ef(Waardenburg syndrome)ld 1951 & (C Waardenburg B I TR & Uit E £ B K EMHEE
BRZLDIEBRTHS. BEEERLIVBREREZETIENMoNTHEN, EE2 . UELBEDLHOE
FER . HMOBFEY. EXMEMEMHE NIRABRZETIENRHETHE, TREREILERR
RELHEEFEHEOANTCIRVBEDSIVEEND—OT, #EERD 2~4%([CRoNSESN D,

=TT IWIEARBEBERRIENN DA DDA T(CHnEESND, I—TUIIWIEEH 1 RIREEELLUER
ERECMZ, NIRARACEHULRR(EREMBERBONR NS, T-FU T EE#H 2R IRREES
BLIUBREEREOHTCHNIRAMBR - RRMBBEAEEDL L, T—T YT I T E &8 38 (Klein-
Waardenburg syndrome) (&, BEREZEHJUVBRESEICNMANEABBE EROFREFI. 7—-TUIIL
HE{&E£4 5 [d Waardenburg—Shah syndrome ELTEHEIHDNTHN., Hirschsprung fRES 693,

2. [RE

D—T T IIWTIERERBRIIAS /A EDRE - DMEICBE5 T HEEFEERICKVELRESNSDD, TDEE
MAEREHFICEALTIEBELNIZE> TGN, IBEX TIZ6REDRRE R F (PAX3, MITF, SNALZ,
EDNRB, EDN3, SOX10) NRESN THYBGEFEERBEOEEINHL NN TINS,

3. fEK

D—T U EEBROFHERIEREEERIVEREERETHS . cNIZINZ, RIRARME. 218
EREF R, £ DR Hirschsprung 8. I EEZEXESEMEH 5.

DI D —T UV ERBFICIPMBESIAREBRBTHBEHISEEN S, EEECEALTEIRE
HBE~EEHRITHRLIAGI(TORTHEARMESNATND, - AN S VL FHIC—RIHED
BlodHhs. BEEHHMEZT O —APAEFTHESHIT HHLHRESN TS, BIEEDZERLHREIC
FYRGDHH 36~80% THY LLEMZ L DIERIZFRHHIEIZRTH D

NBREEE V—TUILTEGRHRICIIERERELLTL. AIENAEZR UEEREE (U
PERA -/ SHNER) BB REGENNOND, BEREREDSERIJAFEREEMN 55%,
EEBREEN 460, KEBREEN 1WEELIND,

3) % D DFEHEIE K

T—TUTINTEEE 1R ERICMR . RIRAREREX, RIRSBMEEES. 7T—TUITILT EIREHSI
BIEERICMAANRAMERE. 2BMBRHK. LROFEEES, 7J—T oI IVIEEREAR L ERIZM
Z Hirschsprung IREFSIDHIHFHTH D, -, REBZEHSHIHH 5,

XKEERANDBE ., BEATH O TLRRABMFDEENPPRE K THLGN TS W-index >1.95 D&
HEEBAPHAELEVN. TRHHICEIBENLETHS.
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4. BREE
MEECRALTIXBESAREIEISNATEST EAICISCTHESHAWDIATAEIZLS@ELN
FEMIZITHhN TS, BEEEFFHLVAAEEHEEF TIIAIRELNGENTHLET HHBEN
ZL, BREEICALTITARENHEIL TGN EASBEEAREIZTHONLEL,

5 F#&
RERHOCEEE. ETOFETEHNICEI>TELDL EROBE EHFTELVHORBOEEN D
BLGY, BEOBBNAEAKREN, T HESFSCAINEDBELZT>TLERERAICT RS
fz6h. Q0L DETIXENGEL, SOICHEEHEICLSII2 =4/ —aVBEICRY. SO T IR
flELEBHLEND,

O EHDHEITHELSIE
1. BEXK
#9 3,000 A
2. FFBOHE
T GEETERICEDIEARELMER>TNBH ML RHE OIS TEH)
3. HEMLAERE
REETL GHEREDH ThB. )
4. REIOEE
DE (BHITh->THEENER. HETETTS,)
5. MR
HY (AT EEEECET IAEARIICER. BAELIEBRREL(CTREEH)
6. EEENE
HEREOEEEIE(BABEEYS) AV TRBEULENRET S,

O 1AM
HaMARERRMRERX T#AMERREESCHATIHAEMRIM
MERKRE FSMNKFEF FHERR FhxE—

BABRREEFR
LRARELE (BABEEZSAISIURER) EMNKREEEZH HEHR FEXE—-
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<BMEE>
HEEH BLBIZRRET D,

D—TUT IV EERBDZImEE
(S8 FEEEEIZRET AT 2015 £, 2020 F£HE)
(FEEEFEAER 2016 4. 2020 £)

A. fEIK

(KEEAK)

-ERMRBTHECESHHBEDGEELHY)

RIEEMEEZRFEERZERR

WMEARER (ER2UEER-BON/PHNER) ERROFTRUEE-IEERILE
-NERA S AR

1 ERREICREEEEERRER)

"BIDEEG EHDH)

"B ARTYTiRE BDH)

(IMEAR)

-REERK (EXREAR)
EREE/RABEILT

B/ BWRIRE, Bi D&/, SEERK
-BHBE2 (30 mRim)

B. BaFHRE
TREREEFISHRHNEEZRDS,

gA7 OMIM BInT BL TR
I WS1 193500 PAX3 2q35
I WS2a 193510 MITF 3pl4-pl2.3
WS2d 608890 SNAIZ 8qll
WS2e 602229 SOX10 22q13.1
Il WS3 148820 PAX3 2q35
A% WS4a 277580 EDNRE 13qg22.3
WS4b 131242 EDN3 20q13.22
WS4c 602229 SOX10 22q13.1

<EOHTI)—>
HEEF: OKXEK 2D
QKR 1 D+I/INEIR 2D
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QKEK 1 D+ ERERECFLER
EELME: KEEIR 1 D+H/MEIR 1D

<EEESE>
BABEEZRICEIBENEZOEEESEZAVT. RADEENMVELGSIIREESELU L I1ZHRE
EEE

BARBEREEZRICIIBENEEDEEEHEE
EEEHL AL (500, 1000, 2000Hz D F15)
B2FE :26~40dB ki

R 40~70dB ki

=% :70~90dB XK

EE:90dB UL

<HRLLDEDEE >
LR<EEENE>ERVEE HRETIBEOBHIT DG 65%THD,
(Ideura et al., Sci Rep 2019 KYEE)

KW K O HIEE OIS IZ 3T 5 E

1. A2V EERER, RAS ST L T, R LICEEROREN WA T, W
NORHObLOZEHANTHZELIZZ R (7272 L, SEEFORR 2~ BRERE Th > T,
RAREZ L DITIR D, ),

2. IR IZIT D BEIEEASFHICOW T, MUREFIERO T TIEREMTOIL TV HIRETH
ST, EI6 A TRbEWVREZEMIEETZ L 272,

3. ek, JEROREN FROBEEESEE T EU RIS LW ETH 508, EEERER &k
B2 ENRBERSDIZONTIL, EREMRONE LT 5,
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TEEHRIRET ERHERDIZSHDF TV IUX

nHAEE
£R MEEMAOERCOVT] EREXEFIY JEE % I =
IR REA R AR AR T B (REEE TR E A L TL\ B8 T o TEREORBITHHRBA RERCHRETZEDETS). i
IMEDERIOARRE, BEODHMIERICL > CRANRET 52 EABRTHD, MEEREEY - FHT5C ECEDRESBRNT ENTHI TRAL, P
FROMIEII S DT
1| ( HEEHMROEMFCOVNT] D2R=IF |0 )L REORBRHERE &> CRIET B5F TR,
®) KIREL, DAILASORANZHEE > TRIET 360 TH>T, —RNCHSIRAER RS REVAERL. ERIET SRFEARRBLEOREC| %Y
DNT(F, BRI ZTDS
ASHORS (FRE) (C&oTEISRISNS T ENESIRREDRF TR, o
SIS LB CHBEL DR RS B CRETRSORRNEL SNTOBER (PASHEMES, BNE. PLILE—EERERTNCNES) TR,
SR RIS TLVERL KL, AR CIRB DR AR — BN E L iR RN CB U SN T & LTH. SREEE UIZMRmEL SN TORVEAR. MOmRERN
2| ( HEEMROBEHCONT] D3~6R—3 |BILTNBE0ELT—RICERRDT, BRICRETS. BIXE NEBESERFEEONRIRL. NEHICES TBRIMTON TS0, RResie| %
21) LT, ZOBEO— OV THRMTON TS EOTERNT ENS. MOMFARIHIL TS E0E LT—RICRDIES = & #TFhd. BRICHET
3. )
HFONFNIDRE CHE T B E0ENRET S,
, SEBRSERR <IN,
SABTENHEL L TLVRN
s (rwigizngitijzw< e | OOERACTEROETEES O BERSERB DN, RADEHOBTARIL, s
Z —>5 . R %
h 0 TP o momE CERREEESNG T LEBBN. BENNAENLETES,
& KBREIET T3 2 &P R BN AR AT BBAICE. HELBLEDETE, HEBEESDBEERCOLTE. BanREN TS E
PSR CHRADE DDBRSECEEHRNE &£ T3,
B CRE T SERERICD > TRET 38ATHD . BANCEREL ThHSBRTSC & < EECHE DERNSHR BET S e
EMOREELELTS
4| ( HEEBROBACONT] DB~IR—S8| I3 —EOHMOMERIEEL, TOMRINET LRSRER LR LRG0 (RIRES) | TRAL e
")
BERAMA L CREBESES URVRECE D, EFEADZRAE LR ER] TR P
EEROW R BRSO EE TRICER
BEBSAICENT—EDAL 0D [GEL | [—EOAM ELTRELTNS [BHORAOGFHO— (0.1%) RECHELTEH] [TELEL,
"0 AR ERS CERE TSR T AT IR AEEOBRCESNTHET 5. . .
5 B OB REBEEE £ D LR, EREEEY
( HEEHEOBAICDONT) DLOX—28 | ABOADGIL27EA, Z00.1%912.75 A ( TADHE ) FH20E12AMEE) (ABEHE) 15) R (neAboidCintavigtcrmotioint usaniunibdhivn
) UEOMIE. 0.15%KBEEEETBIEEL, BANICIHBERNISHA (0.142%) KETHRBACHE [0.1%RENUT] CHRETZE0ETS N -
200081 & HF NS,
DMREORARE. BHRE. BETRIRE. TESNRE. FEREZORRLLEL. BD. B2, 1D, HE30RSNat. ERhREECES.
. . @ r—romE s NTCEYTEEOETS.
EENRBIRRE (LFTN(cH ) 1 .
Zﬁg;mggﬁ(y TUSHTIED) B | paras @EOLBPROSAESD, ) [CLBRREBEED, 3T ERNCERSNTOSEES, BRIRET—EOSENEENTSE
6 (ﬁriﬁﬁwgﬁrjutjwll | B | EEREEORESLUEEENRE
o - i SIS LRG0, BPROMT—EDHEREN S0 . BRNEECLOBIISNS SAMSHREDT. | DAREESCEEERLTNSA
IR
.
BT B E BHBNBED.

L EC6DBUIRAE SRR FR(CH N TI TITK

P2t BABRREEFS

) - e
A&SBH : 20204115281
BEEEORNICSE->TIE, NTOBRICERTS o, sy ERERCLEE (DERES)
| | BEOREEIIEL, BT ASREELE LN TERANCERT B L. e
2 [EHORBEPEROBATELEE THEAR, —RNRRIREASESCTITE, e
3 |[DIFEEODCFLL, ROPISHAFNSBACONTIE, TNENDEREHRIL, ELNCARERIAT 3T ENES LM N5 EORBESN LS LT BT E. e
EEEARSORBICSESTE, NFOSRCEETS o, Sy ERERCLEE (DERES)
|| TEREER A CE BB BE] CVSEANE, FROWICHELT, EXNOEANSRMEETEDST L, B
2 [T T EMBAEN, BIEIRARIC L DEROBEBNIETE SRR T, TORRSEPSEIRENEL T, BEEERETSL. B
3 BT E BN TS EEENESN 3B, Bl L TR ESERANBE. B
BRI EESEET \ . ] o )
PIRC EIAFRENTOSWERDBIETE. | e g o (cprma N TV S EEEAESE, FROBIECHC TS, By | EREECHTSEEENEERLS.
BREEEL < HHAEEADOZED
4| mEsESHTEENEA. N
BEENRSHENESE, BN EEESESOEDER, RINEEEEIBRERETR TR ETAOLBORELRL TN SESWRRCONTE, SRSHEEeBEENES| | .,
BT OESBHLERET 3. e, S
n ZEEH
wae o, Sy ERERCLBEE (DELES)
1 | CnECCEE R R R RS TR S N RR R AR I
ICD1 0 (BHULK(F1 1) F/fzOrphanet (A—TJ7xRwV ) (CHBIFTS
2 - N . ORPHA:894. ORPHA:895. ORPHA:896. ORPHA:897
RRABLUI— K
3 |BICIE MR I SN T BEROERERD I
4 IR RSN TR R TR S 55 S
5 | A SUBRERE R R E T BRRILTIR )L — T LTS Bh I
6 [ NEBEEERRCEEENTLBD I
7 | BEBOE 100 ARBDIBE, MADBEMOKE
SRR ERIT(E, EERREICLDE
EREMAES B EHICUEN, RBETAORRRENSENSH e |PAMCERERTSEAICE, BEFORELLDRE
8 B BEFERERETSCNBIEECAELRS>THD

(BLbNE wEBZEIEH TV

ESEM

263




CASK EEJE

1. @M=
SEED MRI TH/DMEERZRD D, EEOMMEE ., /NEE. HENEEREEHETIERERE
BHETHD, ZLOHITEALSTOEEEGIRHTHL, ICORL=T TAD A, BIEE. BREE
EEHT L. BEBEREORBTHBOSHHIDHD, EEE 0% TEHT 5. X 2EKICHS CASK EIr
FEROREKGEDEETRIET 5. EERIE. DRHIUBLERE T RAHLUBLERT S,

2. &HA
Xp11.4 [2¥vTEND CASK BIZFDEEICK>TRIET 5, CASK BIZFIE. AL D L/HIILED
A)ARFHERI AN XF—EEI—FL. INTECRREIN TSI EM D, XD FEEOHEEICED
D2TNBEINTLVD, KETIE. CASKBIZFOANTOEESER. B TIL CASK B FOANIEEER
PEEINS, FNIC. BETIE. EFAMVEELZRRLET H52E0H D, CASK BIRF DL —T U REBFTT
BoNSZEERZFERALTIDIEEEFEDH 10% T BELFEAHIVIERTFOIIVUEEOIE—H
EEZRRALTLHDIEH 30%THD,

3. fEK
FIHERELTUTOHELH IFondH . KEEBHTELLIRRYULAALND,
DNEEIX PFENSEEOHMABEZTEEL., Z<ONETHEDORE - /MO IBERBREHESEITIED/INEEE
(MICPCH: Microcephaly with pontine and cerebellar hypoplasia) 7~ ., IRIRPCHFEIRLGZEDRFHEE O
REMHBELLEEEHT 5,
2) B EEOMMEES LU MICPCH, REAZLIR TAMAMERK (KB RAEIREE. VT AMEIRE.
BESA /A= —TANALGE) hOEREHIETIRIALY,

4. BEE
TAMAIZHLTITIEYEE. EFREZEOENICHLTITIUNE) T—2a 0 0BRBFIIENLE, BREF
HEEETIEHEERR T ELEET 5, EREZFHITIE. BRI, BEXE. BEERGELDLE, FiHO
FERE. AHEOARABIZEDLERYNEYTF—La it BB E,

5. %t
FI HAMTANADHEOEEBB TREEICLAISERLICIVEGTENEAINS, BRNT
(FD71KED 3 BIDBABINFERSNTINS,

O EHOHEIIHELEE
1. BEH
#1100
2. RIRDOHE
THGEGFEENESLTVS.,)
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3. MRMIAEAE
REEIL (BARREEETLG N, B R DEHHEICKHT S ERZE. )
4. REDOESE
LB (REREERGEXILBET S.)
HY (FREDODZEEEHY, )
6. BEREENFE
1. /NEHI(18 B R H)
BEE(7) FERELT, FLVNARE. EREE ., KRASERE. BRXEBREDOBLNTAMN1DLE
w<EE
EE (A1) REDABET, ROLE, FIFRE., A BIRE. fl/MMRE., hUEEZE, REMERRE, 7
AvA—DOWLF NI FREINTNSIEE
HE (D) JAET.FREB(NIFRE. REVIRANER. BRIT I/ ZEORELTLELTHIOD).,
BEREE. BE -BE-PLUHREEZICLDLIREDIB1DULETIEE
2. A
BABIE. 1) ~3)DVTIMIZLTE2EERNRET S,
NEAETANADEE
2) ERMDVERELAHY ., EWMEE- FMZE-oTHENYHA DETIEUEICRYT S84,
3)modified Rankin Scale (mRS), BE-XE. FIROZNZTNOFHERr—ILEZALT. WFH AL
EEXRRET D,

HAMKEBBRMAERX [ERXEBERBOIAMIRT—IU2AK0 BRELEHHEDILYE: Reverse
phenotyping @& L1=-77O0—F 1AL
MRAKRE EERZREZEZHERREGFELVI— HiT DMNEERED

BAR/NREEFR

BER #RIIRICELERTUY— EEHER REREA
LRERELE KRBFERtEU—HRAT TR BABE

265



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

CASK EEEDZHEAE

A FERR
1. & IMRER B A S EITE D /NEESE
2. BFHREEER
3. TALAHE
4. IREIMEE (BIREE. BRLEL)
BREMR
1. ERRERR
fisi MRI THE - /M DER K H DT, REFEBEEEZRDS
2. FiRATR
TADARIERERDS

oF: VI
tDBEEFEELZRRET D TANAMRIE. X EHEERERERELE

DEEFHRE
CASKEIEFNEE

<EHOHhTIIN—>

Definite: ADSH2IHB UL E+BDS>H1IHB UL EZiE-L. COEAI T RESKEZRIIL . DERE-T LD
Probable: AMSH3IERA U E+BD>62EHB ZiE-L. COEA T NESKREZRILI=DD
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<EEESE>
1. /NEBI(18 mRiib)
HE(T) JEREL T, FLVNARE. BHEES. ARAHERE. BEIXEHREDSELThN1 DL R
1)
HE (1) BEDBET, WO, FIFRE, ABIRE., full/MRE, fUREIZE, REMENRE, /70y
A—DVITIhhARESATVSIES
I () JHRT, FREE(AIRKZ. [REVRTR. BRIT7IVI/EONEZLEETHLD) . B
FEE BE-BE-POURRREFICEDIREDIH1DLULETIGS

2. A

1) ~3)DVTIAMNIEZETIEERRET S,

NEBETANADEE THERTANVE2~IBEULOBEAHLIVEIZHIGAT. MO+IET. 2
FLEAEBRLTEH. REM EULIMF SN T AEEF I CXEEZXTRE(AAHRBRERICKDIER) .

2)EKMENMVEENHY . BEMEE-FWMICL>TENYHA DETIELULIZEZ YT HES,
NYHA 938

1E NVREBIHEINFRFRIHIRIEEL,
BEMGHRFHTIIRS . BiF. FREHE. XMHLHOE0E R 40
20N,

nE BENMPEFEOSEZTBOGFRNH L, REFFE T IXEHERICITBER,

BEFEDIS, LLERMEVNFTEBIZ L, BELR . RESHTEE) TET . B
. kA, LMHOVTRLE (WEEET S,

11 SEQREEHOHRNH D, REFFFICIXEIER,

BEFEDIL, BHFEBIZIE, FHBTEE) TRY . BIE. FRER. K&H
BVIIRILE (R 45T 5.

vV E DNEREBED=HLAELSREEBLHIREN S,

DAREERORDE (08 KREFFEICLFET D,
HIMNEEEFB T NLAEET S,

NYHA: New York Heart Association

NYHA S 5EICDOULTIE, LT DHERESEICHMTH2LET S,

NYHA %38 BRESEEN RABRIENE
(Specific Activity Scale:SAS) (peakVO0,)
I 6 METs Ll L HEED 80%LLE
Il 35~59 METs HEED 60~80%
I 2~3.4 METs EHEED 40~60%
v 1~19 METs LLF FEATTRESDH DU
HAEED 40%KiH

MNYHA 73 BB ISR IS T D SAS [Z72LVAY, TERSIT2METs, BHE ST 3.5METs, TUA K
18- ALY FRIRAMETs, IS5~ 6METs, 6 ~TMETs I1ZE B L TDBERELTHELT -,
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3) modified Rankin Scale (mRS), BE-FR&. BIROZNEFNDFEMAT—ILEZHWNT, WIFAmhH 3L EEX

RL9 5,
A A Brmodified Rankin Scale (mRS) #I|FE X #EE
modified Rankin Scale SEITTRER
0 | FEof=CEREM AL BRERSLCBEBERASELIZHIVRET
Hb
1 | EREH->TEHOHDEES TR BRERSIUVMBERIREHHH . FAELL
BEOEDHERIITZS BN BT TUL B OEBNZHIRR (L7RL VK
BEBThHD
2 | BEOEE: FAE LIRT DD IT o TOV= B OFEICHIR
RIELIRTDEERMN T RTITZSDTTIHE | (EHEH. BEEFEIBILTLSRETH
WA B DEDOEYDZEIFNBILLIZIT |
Zb
3 | FEEDEE: BEULOL R BEMBEEFI AL AL
RS DNIZLEET DL, SITIENE | (ENERLELTEIN. EEST.RE. B
LIZ#TZ% ELEAH DR, MM LEEICIENBIZREL
LAaEWKREETH D
4 | hEENLEEDESE: BESHIT.BE. BELAAHOHMEF. LA
HITOBERMERIZIEINADLETHD EIZENMEREELT LA, FinpGnER
HBELLEVRETHD
5 | EEDOEE: BIHELDONBIERLELT HRETHD
BfEY RZBRE. BICNELRTVELE
)
6 | kT
B AR ZE R F bR
BE-XEWN

0. fEf&7ZL o
1. BICUE5. BEHENECLLVEEDEBENH I HREF - BEEFICKELRL,
2. BYNREOIXRC. BEROEENDIXELELT D,

3. BE-XEBENAIHIDNIETET S,
4. HEBPEEROMREBENEERE. PIOBIRRELGE) ELELET 5,
5. 2EMIIEROMRBERICKELTLS,

I (R)

0. AL,
1. EEOBETHE DR RIEHIM, HREE- BHEF KL,
2. IFIRIEE LI BED BYNEE DERNBS,
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3. FRIERAERDY FIZHD. HAHNIEBAGENDBELEFBETRIUINSAELS,
4. IEREDOREIHAHVEHRHAGMIEIEEFRNDE,
5. [UEUIRBH AV THGH TS EEEFRANIBLE,

<HRLBHEDHAE>
LR<EEENE>EAVBE. HRLTIBEOBEETOB)E0%THS,

S R VAR L 0 DS I 951 % B B R

1.

C B TERORREN ERLOEIEE SIS T EU LIS E LRWE TH 508, MBI R Z ik

AN O D EEAER . AT RSB LT, B LI BEORER 2WSEICE, W
NOREO S DZHNTHAE LI X RV (7272 L, SiZp oftE 2~ iRERE ThH - T,
PAREZR B DIZIR D, ),

- ARREBRAGTR IS B D B IS OV TIE, B R EFREEO T TIREMT O T HIRETH

2T, EHIT6 AR TR EVIREBZEMIHETT5 2 & &35,

iy

=

j«
LT MMM DIZHONWTIL, EEERONSRLE T,
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EEHRRET ERHWERDIZHDF TV IUX

| P21 =
=) [EEMBOEMHICOVWT] 2RFXEFIVvIEB B, I (24
RERNREAR SN KRR T B (REEGEFREN AL TV BIHBATH > TEREDRIANFT+DMERIETICHETIEDETS). B
TOMBXCIBIDIERR E | EDHNER(C K> TRBNRET ST ENERTSH D, UHRBRELE - FHIT BT LCIOBESERVT LN TTEE] TE>R s
B
FROUABHSH TR b
1| ( HEEHROEMFICONT] D2R=F |y )L 2EDORBRARE &> THRET B5M TR,
) KR U, DAIREDBREN MRS TRIES DENDTEHD T —MHY(CHISNITRHIIEIR & RIDDRELEZ R L. AEIRNDHIR I DHFDRBRIARE DR BZE]
EEDNWTIE, @RI =TS
BSHOER (FIRE) (LD TEIFHIEIND T ENBASHIRTIREDERR TIFRL. EE]
EBEBBECHVWTERELNDR RS B (CABMRSOMRNE L SN TVIEF (HWALIBMEER, BRE. 7LIILF—RBRENTNICEHED) TR
(AN
D RO SN TR
2| ¢ F}b{iiﬁﬁifgiljif\‘cT@;dG‘/\“ . | RIEIZU. R (SRR OREIR R AED—ER (LB B USHESRAIMA R (CE L SN TV E UTE. BREEAIE UTTHERNEC SN TULRWMEE(E. thoEsik "
r ~ —= 243
h sm) - FOBRILTVBBDE U T—RICIFEDIRNT, ERICIRFT D, WBIXE, NBEHFERFMROMRER(E. NEHCIRS THEERMTHONTE D, &R
= BEEAIE LT, ZOBEDO—EELCDOVWTHERIMTON TN EDTFRNT NS, MOMBRERDEIILTVBEDE L T—RIC]DIRS Z &3 T0 7. #
BICARET T D, )
UTFONWTNHDIBEICZETDIEDZENRET D,
. OBBESENE <R,
b=t SEAVHEYL U TUVRLY
3 (FﬁigizgéféitJ;Z&—fﬁ OFHEEEERDETEE S B BBEETH DN, AT HDEEEEIR . -~
h H% 7 o BoBETERREEESNG T LEHEN. MENDEARISETS B, =
= MCRBEIR T D ENOIHE L RDIFENINEE T ENFE S DIBECIE. ZHULRVEDET DN, [HEBEESTBEERICDOVTE. HaINBENTSD
T ENBIRBEE AT IHRBEDIHDEESEIC[FSHRNT EET S,
FR(CRET RN RICOIZ > THIET 3158 TH 0. BANCEREL THSERET 32 LR < BECHEZ DRI EFFRIBET 3 EE]
EHOBEEELEETS
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