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MR AR 2 Mg DS B L, 6 RFRIAEEE TR § 57280, 6 REfIIC 1 [l (1
H4RDIRHAL 2 5200,

—J, YATTIVORML, HEHORKTS L ABEIZBIT 22 ATy ERIC
ERIED R, TR T 27201201, SRICX Y RIICY A7 7T
IVEMIET ALEND DN, DAETIEIAREINTWARW(CQIBIR).

VAF ) =V ABEIL, MR TERBBRRIERE RT 720, FHEDIZ
PICERAFIE, REEEEME, REE, MERE, HILENFE, KEL
CDHEEZYR— T AR5 v 74 e, SWMMEEET — A0 UGN 2 EREHE
LT ENEREINS.

EEEDRE

H ARG KA 3 B 22 4% 0 FEE FE ST (3R 2) (28 U CHIMT 4 5.
SERMERHRSEOSEEIN (AFERRBEEYS

FRHFEMU L ZR/RET D,
FHEIEE R
I BYIEEDBERL (UTOHRNSVNTFNH 1 DZEREIRT D)
a ARZEUEN 0
b IPEFCEDZOH (A SHDEYZRVSAFZ kLTS 1
¢ REBENEEYLENSTHI CEEN 2
d SMEERCITREERE DR#MZENEETD 4
I BERELGRORE UUTOHRHSVTFNN 1 DZERIRT D)
a BBEHIREERICHENTEL 0
b BEDREHIRSDVE—RHNEREFRMANECHSD 1
¢ HWHRIIVOZME LU CERT DIEEDHIEEDOREFEADNECHD 2
d FHRII)LOZME U CERT AEEDRBHENSEFORL (BRE) BE 4
BEDRDE THD
e RERBEDNNECDHD 4

(<)



SRF -V ADBE

6l

(FEx)

1l BRREEEORBRESCEERELRE (BRZZ0) OME (T
NSVTFND 1 DZEFEIRT D)
BICEBEZRHEN

a 0
b BEOERBBNIH#EL LS (BZEUTERHENS 1.5 SD DikkH) 1
c TEEDEOEBELEL TS (BREULT 1.5SD M5 2.0 SD DiEkR) 2
d SEOEBENFREL TS (HRZE LT 2.0 SD LLEDRER) 3
IV REOHEHEBREEN, MRER HHERTICOVTOFNE UTOHhHhS
nWenn 1 DERIRYT )
a EBEERDEN 0
b BEDEEZRDHD (BREUT, 1Q70 KaPHEBEREZBVEBIISTH 1
AR IEE DIREE)
c TREEDEEZERDD (BREULT, 1Q50 X EIISHTHNIEFIZEDRE 2
=)
d BEDEEZRDS (BREUT, 1Q35 FmPIFIFELEDDIRRE 4
vV IREOHRBEZCET 258 (UTDOHASVTFND | DZEIRYT D)
a  FFAE, ESRE, JDREE S ([CHEEERENTEL 0
b BHE, B DECECERERERSNDS (BREULT, TNTNDMHEERE 1
BICKOBREERZRDDHD)
c B B OEZEICHEEHKERENDD (BXEULT, TNZENOMRESS 2
EB(CKDERZERDDDD)
d BHiE B DI E ([CEEREEREEND D, HOVEIBIBEERENNECHS (B 4
ZEUT, ZNZNDREEDEEREZRHH D D)
VI &SFEDOBI - NEBEEDIRR UTDHENASWVTFND | DZEIRYT )
a B UCEEDTEE 0
b ASHDNBIHILE 1
¢ HBREEDZ S TNEHMNE 2
d EaitREREDNE 4
=g il
I~ VI ECOEFHMB LU R ZD & [CRISEHIEZRET D
(1) 4 ZOEEN 1 DTHHDHE EEbnd
(2) 2 RUUEDIEBENGDD, DO UCHRRED 6 R EDBE B
(3) MRUEHBREN 3 ~ 6 RDBE &S
4) MRUEHBREN 0 ~ 2 RODBE B

CxE]

1 EZIEBRICDODVCEHA RSAVZEZSELETDHIE

2 FERENEEYLREAA RSAVICERLIZBDETD

3 FRERENERBERELAREHA NSAVICERLIZDDETD

* PMEEDS LOEEEDRDEINCHISTHEBEEER

1) REEZWICAVDIRIRER, REFREZHCEAUT, BMEE LITRRORENEVEEICIE,
WFNOBHADBHDZRNTHEUSZAEWV (22U, BREROBEZ R I BRRERE CH D

T, WESSHREIFDDICRD).

2) SARFIREICBITDIEEEDRBICOVNTCIE, BYFEFNEED N TaRMTNDNTLDIRE

THoOTC, BEf6 PREATROBVREZEMAHIITSHIEETD.

3) 158, EROBEN LEDEERENEEFC—EULICKAUVEVNETH DD, BEREERZH]

I D EDRELEICDOVTR, EEEHDNRETD.



AR/ Ay 4 W/ W & oF D

(BQ)

BQ1 YRAF /-2 ZAQREAIIFTHL ?

AV =1

ZRIVRUT

LK
a b hOffiE

b SAYVYV—LADKRKK

b OIS S A VY —LADERE

SA VY= AFHARAICHD/NEED 1 DT, REELOIYEEDHETD. 51
VV—LRIE, FRDBESNDIREYE, HHVEHREICEXSNDINEYEN
BRICSAVY—LRICEBIT DR CHD. YATF/—VRIF, SAVY—LD
SHREICY AT UEEMRETDVAT /I DEEEZERIBEYT DI, VAT VO
BAICERL, BRI THRkEZREETS.

VAF ) =V AV AF VERIE) LS4V V— A GIBAYE & L, B
HEl 3 2 MEN OREEW) 127 I VBO—HETH LI AF Uy ERHTAHI LT,
Bk 4 R B \AFIE T AHBBRREEDBEEIC L > THIER I S NLEE(T4 YV V' —
LIR)THDH. T4V =L OMIEICY AF 2 HEE$ 57 3 BREGER (b
T UAR—=H =) TdhH b AF /T (cystinosin ; CTNS) SFERE L 72\ 720,
FNCERB LY AT Uit d 52210k ), Mtz ET oL E2 0N
TWa"(E1). YAF/ - AREERTHY, TOEEBET L 17

a5

17
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T etk L ICHETET B CTNS BIZTFTHH™Y. BIIEO L 2 A, CTNS EIZTF LAt
OFEKBEET OHRE LR\, CINS HIZTIZEHGOMBTRIEL T b2, &
ik, IR, HUIRR, FA, W, e L, MEZ T AMBRIIZIEIC b 5.

RERIFLUTVWETY, YRAF/—VR (YRFUERE, YAFVE) LB
DRBIC, YRAFUREEREVAFVRENSDEYT. INSEFEESKR

TY.

VAF VR, BEORMEICOITDVAT VOBRINEENECD, RERICVAFY
BANERSNOETIHARERCTY. e, MEVATFVRIERF, XFAZVORHAEY CTHD
REVRATAVHMFRICERTHERERCT. MEVATAVOEGHR CTHOREYAF VDR
FRICRHESNFT. DHETE, FERYARIU—ZVIMMTHONTVERT

VRAF /) =VRFSAVI—LFED1DTID, DSAYVI—LREFELED
NSO FT.

ZELDIAVYV—LIRE SAVV—LADHHEEDZDHET DD HEROIENREATY
REEYDDRENFICSA VY —AICEEIDTEICIODTIERMFELET. —H, VYR
F/=VRE VAFUVESAV YV —LONDHIEICHHE T 27 =/ BEEFDIIEPE T
[CROTRIDFT. BRMRERTHEVCY, BREFRELCIIEETEFTEA

BQ2 YAF /- ADOBKERE LUBRIEFAEIR?

8l

[FRFBORE]

VAF ) =T A3 ODIRBIIHEHIND. K 95% 13k b FHAE 2 FREER T
DY, 5% BEIBESENLHHETHLD, 77 v 3 —EFEHOFERKE LT
RLEE)REEED1DOTH 5.

1 BEER

Atk 6 P AED RSN T 7 v O — SEBEFEAISE L, AEMIIAR, 7Y F—
VAREEE RN T 7 o — R, HEBEIRIKT, 2%, EREIRERE
EY A, E72, 2EI TICV AT VESEDIREKARICHAE L, HALHETZT]
FRIT. RBEOEE, 10 E T T2 KM B A 4 (end stage renal disease ;
ESRD) IZH#4T3 5.

ANEBIOBRRIZ XD, 10 ARG TR L TV 72 B O LRI R I TGS
L7z—hHT, BEUNOEGIHELSHEE 2o Twhb (F2). R~ S 2773
YIEERFGT A L TEIMED IR L, FEFEDEET 5 (CQ 2,
3ZH).

2 g E

FEREARHR (10 ) 5B W & 2 fp &, BREENLFRKOERE 2T 5. B
KTREHANB O 2RHEEIRTH L. KIEGEOHE, 10 KEFE2S 20 FIXT
ESRD (247§ 5.
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3 B

FREEEEDT, BRERIZARND Y AT Vi OBEREIC L 2 EZHOATH
b, BELERDG R, BRIERDP W L 0wzo, ZRFERIZIRL V. E
[ZEAEE S AN

(BN DEHAE]

YRR e SN WG, B, R, DB, e, BN PR, BR, RIR
B, WS X R L, 1FE A LT RTOMEL - BRIy AT U EREL, D
TOREREFIET 2 (F2). FAEROBE L HAE 122w Tk, R1BLUE
3ITRL7.

o MRJEIR - AED Y AF UAEROERIZ X 5. BREEAEEE S < G

TED I A MBI A DRE.

o FURMR @ HURIRBEAEIR T HE. 44013 TSH O LA DA T T4 DR T 2380 7% \»
B, TOHBTAMPMET L, HEPULEIIL LI EDVLW.
FEEVEVERRAR AR THE © FR IS RIS v E vwb il TwW 525, 2017 4F

IHERDONA T 7Y — 12 X DI THIEICE > S0 H 5. ki3
HEZHEL TV,

IFNNF = D EHMEI A NF X D, EATHEORFEM & KT, T R g,
BAEEE WHEREAEIC X 2NN S

FENRG - 4 PRI

Z OO LEER i, EEIAS, EK, B - T TIEEEE, MIRNE
TUHESE % £F ) RS EIVE R AT RIS £ 2 IR R, BV AR 4, RIEVEGE A,
Frzedl, REREsE.

B - FRAER
HREFRAIES. RELEXIE

iR

ERIRBR

PP R— A (F3LE)
FRIRBRBEREIE TE P
il =F)F—, BEREEH,
Wi, BER, 8- I % PR
T EREBE
Bl

Fealie
FEERTA

77— iERE,
B2 <2%

Z Dfth AR
RE - UREE, MERRFERER ME (S,
ER=ES LHEFHEDRSEDD)

EB) v27/—v 20BKIER

FEAETRTORBICY AT UNZEET D, BUFAEDBENGEWVES, BiE
HNCORRIFIERZFIET D. £R 6 NBEDSHOSND T 7 I—EREE, ARIC
BRULYRTF VIERICKDSIEREI SN DERDAREBICHHBIFER THS.

o
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10 ]

s EREGROMERG, MEOHIKL, w3 L AT 0 —)VIiE % H ) PAZELEBIIRTE
1BIE.
o PAAARER © kAL, RVEBHERETCHESRE, RN ZEHE.

Y RF /= AKREEEFOERRIVHY

RS S UJEHR HRE(%)

TP VIR (SRER, B
OTRDB | mmamy gk <zm mEES) |
5~107% | FRRARFEAEIKTE 50
8~ 12k | EH 50
8~ 12i% | IBMEBEAE 95
12~400% | =A4/)\F—, BENES 20
13~407% | HARMEARSIFEE (retinal blindness) 10~ 15
18 ~407% | #EFRIR 5
18 ~407% | MEAREEREIRTNE 70
21 ~407% | FiHEREIK T™E 100
21 ~407% | PRERRANE 15
21 ~ 407 | PIRIRES 2

(Gahl WA, Thoene JG, Schneider JA : Cystinosis. N Engl J Med 2002 ; 347
111-121 KDE)

BRERA
(RRT)
____________________________ >
e FETE
= (ESRD)
g i 1B ERR >
A R (CKD)
& >
il J7 Y- TiEREE
Iz
e 0 0.5 0.6 1 4~5 7~10 12 20 ?
FRRHESR
HBEE
FRRBRIEREAR MAE
(25
EZ&=
; [ESE
D TEE
E
- MERRIERE(E TAE
PR RHREREE

YRF ) —Y ZADBERE

(Ariceta G, Camacho JA, Ferndndez-Obispo M, et al: Cystinosis in adult and adolescent patients: Recommendations
for the comprehensive care of cystinosis. Nefrologia : PublicacioN Oficial De La Sociedad EspaiiOla Nefrologia 2015;
35:304-321 KDUE)
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BQ3 YRAF /- ADEEHRKIL?

VAT =T A, e MNE 1T HERGOALIHFET S CTNS #In T OFFKZ R
Lo THIERE SN L FHRBAELHUEBRERETH LY. LEBIHRNERE
HT 5 CINS BnTx 1 DT DRORRBETH L. MBUIRRE (NT OEAKE)
ThbIzD, VAT =T AOBBERCIERE R E v, BUEETH L0, &
HERUMBDSE TN FEIBIET 2HEIL25% TH Y, FELTITRA
B DMERILS0%, FIEDETIREE L %5 L WHERILZ25% TH 5 (H4).
HBAENZBWTIE, CTNS BIETEHOMEIX 1 FIOATH S0, BUKTIZ
WIETZWNIC L 2HEEZMNIL, RONLLUET TOREREINL (CQ1 ).

O Epacr @ ZREGTF

RRE RRE REE BE REE BE
(SAEIN) (RN IE= (FAEIR) IES (€=n3) (8RN GBI

DEDE B B&  Ge

% REE RRE RE FRRE IS HRRE FRRE RRE HE
(FRAER) (RIER) (FBAEIR) (FRAEIR) (FRAEIR) (FAEIR)

RN ZNETNEREGTFZ | | FADES., BOIRA| |FALER. BOIRA| | FADNMRES, BOH
I DF>CLDRAEDES, | | OBRHERELTZ || | DRPERELRFZ 2| | DRI ERELCTZ
ERITEREEVD, ZOF | | DF>TCVDRAED | | DFE., RIERAEL | |2 D5, RIIEREL
EBF 114 DBEETRIEL, | |BA ZTOFTEDE 12| [ TLDBE, ZOFE| | TLDBAE, ZOFED
12 DHELRTRAE LS. DHELRTHRAEELSD. | | DRINTREELE | | 13 12 DX TRAE,
3. 12 DHEETHIET B.

ED) v25/—v 20E(GHER
VAF )~V BROAE—HHEGEETDS. b ME 17T BROEICHET B CINS BEFERIC
KORETD. BRE | DUNEIBEVREE JERERERS BV REE C 155,

MR TE VBT FORMNERL ?

EBROYRF /=Y ZBE T, #50% bt CTNS BEFD 57-kb RETTY.
EBODELFZZT CINS BLFDIFEFERZZATERKTH DD, YU H—ETIFERD
BECEY, MLPA (multiplex ligation-dependent probe amplification) JE/EECKDEERZEFE UL
EP

11
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BQ4 YRF/ -V ADOREHREIL?

Bk CORREMEIZH 10 H~20 FAIC 1 ATH L, HAETDHHW 2 Rk
THAOPoTWBEY, 72 EETEIER TV THL0HMENLELALR
W0 A B2 2,000 AFEEED B AN D EHERI SN TV B A, BT ENT
WRWEIL %, EEZBERIIBRIN TV ARY, bYEICBVWTY, Y AF
J =T ADFEME R R TG R, ERE R EIZED

IhFETITALRL
B 25 BIRRESHIE SN TS,

BQ5 YRAF/ -2 ADHEELEIL?

YRAF /- ABERBOMBITEME (RUy & [ZI) BEROEBFEMSEFR
Sv7) RERR

TEHRL (R R MRS AT 58 KD BMRES
15 mBE. ARICHENERIVESIERIND. ns.
(BLEREFRR Y 5 —RH)

[(BHE#E] (R 2)

YRF /=Y ADBEEE (F48)

JRTF =Y ADMEEZME, FinEICTELDOWVITNH | DOMENDDEHEA.
1 SREMRPOY T EDEN
BEEEY | 3.0 ~ 23.0 nnmol half-cystine/mg protein
JEEEAY © 1.0 ~ 3.0 nnmol half-cystine/mg protein
REE (NTO) : = 1.0 nmol half-cystine/mg protein
IE®{E © = 0.2 nmol half-cystine/mg protein
2 HBRATEEMER (RU v bS5V 7T) BRBICKDBIROY AT ViEROEE (% 12 i BLE
THRTEDHODHHN, BRFER 16 DEBETHS) (K5)
3 CINS BLFREICKDm? UIVITKEREZERZRET S & CHEEZIAETCH DD,
ATIFHEADRSNS (CQ 1 SHR)

SELUC, YRF/—VRICBITHEREMEZ (A 6) IR TD.

(BRMIAFHEMRAEER Y Y —ZED
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[YRAF /-2 2ADEHDFTEN] (B 7)

1 FER - REE

FUEM OER DS IF R TH S 2 b, MPEEBECEREMORES VRN L
ZWEREEIZ L Twa, FURENE, REEINAR, Z8EIKR, EL - R, O
7% EOIFFERN L OEERY D 5. 2 MZ CEHSRIOMEIC 25 2 L
bdH oY, EHOBHEERIIMEAZIRE L, MBRITEME (X)) v+ 7 v 7))
FIZLoTHOTHERETLEEGLH 5. FEEIL, MEECHBOAOEHEZ &I
FE L CHENT 5.
2 iR - BRE
FROIFFRNIEROEED S, FRRE CEARSIRESERFER Sz
TENS Ty a—-JERBEE BRI SN ALARH L. SHIZ, AEOY ATV
K 2 ROIULY AF ) =V AOMEEZMNI % 5. RO Y A F VR a8 X
HEB16 P A2 EE D BRI NLD, HIZAER 16 P ADETHED > X F U #
FEETE R WIGEIZY AT/ — ¥ ADUREVED R .
3 NERISRE

H o E (LC/MS/MS) & iV 7z HINERF > A5 v &8olllE, F72Em7 )
IV CTINS BIZTRINER DR EN D 5. RIS AF /) — 2 A F 72135 FIs
WBRBEIZIE, FORTIRMABEROREETR > A F VIREOBESBRIE L LOR
ENTWBDS, BE S TIEDAETI - 72 iz i3 7\, CTNS #EnT DOFFHZE B

R - RBE | pEmmire, S8R B0 - Bt 8
- 8
CBBEDYRTF S —VRE RN, MREDERE

4

2 -BE | gros 2T URE0EE

D7V IS EREOREMABRE  Na, K,
HCO;. Ca, P. Mg WM. REH, A7=/BRF)

SRS B @WET LAY D 42T 75— B
fE Ca IDE. (£ PIFE, 6 K ME, BU— A1)

}

WRERE | mmigchs 257 >R
WP UILICBIID CTNS BETRNERDRE

U

B JRFUBEE (VRATFZY) ORE (RO)
(VAT P =R TIEES, DHETIERER)

U

BRRERE - - TS R REDEBRAE (4 (21 T2
REOT0— | . &, R BREUE. R, R, 50, RS ED
AFHERDEE (ZRBOBIEHATR)

YRF ) —Y ZADBEOTN

[13
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|% Human genome mutation database (HGMD2017.04) C 140 DL /R Je X028 575
HENTWD (MEKROBHICOWTIE, BEMERIHE S ow).

HIER > AF 2% & CTNS BIRTRAEICHE S A Muwabeiold, HANE
Bl s L CHAERRBREFEO R — A= T ITRERE %05 5 D
TBEIZE N,

[(BERISZHT I NEHEE]

557 7 v a— ZJEFEBEOIRIN & 72 5 Dent 5, Lowe SEfERE, I b3 KV
TERENE, AT b—AMAETE, #EEET VI N — ARIGE, BN a B
Fanconi-Bickel SEEEE, mF O IMETR, Wilson K57 E05H 5.

[BZCBBREMR]
1 BSRRIREFRE
A7 T — VIR Y B %
CHEZEVET 7 v O — ZSEMEEE EME(Na, K, ERBE), MEE(Ca P,
Mg), 7 Ko 738 B 370707 Y RGBSR EORD
& Ot
CHUET VAN T A AT 75 —ED LA, K CaliUE, K P I, KK I
2 B X HRR
BRI T THOBREF, BHikoik, Bl@onk, RE BHIs,
BRI OFRIAN, 4 LV 0 s
3 EREERE
PR EE AIKAGE, &5\ IdET o — e,
4 MERRTEEMEE(R Y v RSV TRE
B e AR > AF e (E5).

PARAFI/) = ADREIE?

14

[AF7=VICDNT]

VAT UVBEETHLIVATT I VAT A2 LN, EBEEEDORE CTH .
WA CTELZTRCV AT 7 I VOl BGET A2 LT, BREERLAIHE
DFIEFEMPMET L, GIHEDOFETFRSELT 5 (CQ2, 3ZM). Y A77 I
&, YAF =T RWESE L LT, KREITIE 1994 4E12, BRINTIX 1997 4E12, b
HETIL 2014 BT ENTVWL (2 AY TV <A T V38E)

—J, VATT I VOMRME, ARRPICHICER LY AF UERICHED CE
BRI (2 IR D e <, TS DFERZ RS 7200121, SIRICE D)
FIENCY AT 7 3 v 2 b 2 08 H 5", KETII 2014412V AFT IV
FRSESFEN] STV A (Cystaran™ 0.44%, @ - F& 1B 1@, 1081
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AN o250y .u2F7IY
etk

A A M7= B,
HIEE

VAFIIY pilii=
(CTNS)

YRF 7V OIERER

VATV ZVREFRHDEXRAEN L TSA VY —LAICEESN, TR
FUD S-S EEZEVMT . S-SHEEZMISNIcY AT VIEVATA
V2DFEED, VRATAVHEDWVWEIRTAY -VRATTZVDER
HEUTEY I/ BEnx A7z UCHBEICEESND.

(Besouw M, Masereeuw R, van den Heuvel L, et al: Cysteamine: an old drug
with new potential. Drug Discov Today 2013; 18: 785-792 & D t{Z)

Wa REiR). S HIZEINTIE, 2017 FFICEIRAIE A WS Ll AT 73~
FUHRSEDSFE SICTB Y (Cystadrops®, FEE - &= 1 H 40, 1[0 1% SR,
WK BT B IR ERD: & 725 TV DD, bARETIIRKR SN TV R,

[V RAF7 = VDIERERF]

VATTIVIE, o) rOEAEERTET ANEROETHI TH L. TA
V=AY RTINSV AT T IVICED T AFUPRREITEN, VATA Y
EVATAV-VATTIVOEAKRELRY, ENENTATA VEEEK BX
OB A+ 27 3 BRI X ) 54 vy — bt s s (R8)"7.

(=Y 3V OERAE] (K9)

ANEIE T H 60 ~90mg/kg(1 H 1.3 ~ 1.9 ¢g/m’), M AL 1 [ 500 mg % f#% H
BICLTC, 6 REMmBICHIRT 2. BEHRGEII2g Th s, KRG EIZHESE
D14~ 1/6 SR L, HILEERZ EORIBUSICER L 228554 128 L
T, BHEPZETSHET, HMEKF L AT VREOREER 1 220121 1
FEAT VY, FTIMER R 2 A F 2 EE (NIRRT, 5 ~ 6 R IZ 52 ) A% 1.0 nmol/half-
cystine/mg protein LA T2 7% % & 9 125 &2 MET 5. HIMIKH > 2 F ViRED
THRET2ADZENHBTH L. FEICAHHE DM BB Z 1TV,
RPN/ G I ERE 2179 . HILEERIZIZ T b Ry TIHEEIHH
Ths.

15
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ZYZHIV° DEE % - AROER

HAGR - EMINE | 201457848 - 201459828

UEIRTEITL | XA DB ()
ZYRFAV AT EIL 50 mg
ZYRF AV HTEIL 150 mg
—R& VATV IVEARE
TBEIDAE B AF VfE
BE, 12 FABDBRENIFAE 50kg FimD
BELCIE, YRAT7ZVELTIH 13gm(F
KEME), A& 50kg ZBR 2 12ml EDEE
[Cl&, YAFT7=EULTC 1 H2g Z 4 EICH
L TROKRSTSD. BRSFDERDRAL,
4~6 BEL EN T LEERAEF THIET S,
TH, SEORECHUCERIERI DD, 1H
1.95 g/m? (ARER) Z LBRET D.

TREEA] 100 A 7L /R ~L S E%)
B - AR | B fEass, BEARE EREE 26 EBR 1 1.95g/m?

HRFE%

R% - A8

YRAFTIV (ZYZHTV°) OERAE
NUBIE 1 H 60~ 90 mg/kg(1 H 1.3~ 1.9 g/m*), BAIF 1 B 500 mg ZRIEBZEICUT, 6 REBICHRTS.
BiER58F 29 HTHD.

[ZDfthDieE CHAERE) ]
1 BAR2ICHT 2BREEE(EENR. BRiE)
2 J7YI—_EIRBORERE
Y U RRIMFENEL 22 FRi§ 572012, ) U BERY Y 22 D OHNRYD
5. FLBHIOKEMIMARZ 5/ARICT 57201015 %%Er 52 5.
3 ERKEREEREIE TAE
FURPRIE (- F oo o).
4 HERR
1A ViHE.
5 RREE, BER, HREEF2 (3N
HERNVESHDHVIET A NAT O Y7 EDOFRIVE VTR
6 ZHANF—EIHET, fETrE, BTESZZ0)
HAERERSEREIENTH L. IV F 2R LTV IHELH S,

VATTIVERATAEOERRIL?

16 ||

VAT T I VIRARERL MRS LA L, 6 RERHIFEEE TR T 5720,
6RFENC 1 (1 H4BDIRA L 2T ER s 2w (E10). MHA AT 7 I ViEE
EHMERR Y AF BRI SABEBERICH D, P ATT I VIRENPEATS
EHMERF > A F VBEEIZERL P L, Y AT T I VIREAT % L HIMER
Ry AF VRENS EAT 5 (R 11).

VATFT IV, FA-NVEEAETLLOMBEOWERST S, AL DY
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w [=)}
T 1

~
T

o
T

—_

MigHS 257 = V2 (ug/mL)
w

(=)
>

(=]
[=)}

12 18 24
iSiE

EFD) 2R AS 6 flERIC LS 1EBERLRICBVNT,
ZYRZAVATEIVISOmgETHTEIL (VRAFFE
V&EULT 1,050 mg) ERIFICHEOROZS LSS OMmEE
YT 7 I VREDHE

ZYZHTV (F 6 BERETHELTS.

(ZYRZT A I 2A—T F—L&D)

3
E 4p —0- " MR 16~
0 U AFT= E]
235 YATTSVER L, 2 @
- {IIRAF g5
2osr v2FveE 11235 §
g 25F 110 & &
’ z{ \I/
”I 2F 18 % >J
NS 16 Z
X1k 14 = S
I/\ % ﬂ
E_O.S» 42 EN
gﬁ% 0 1 1 1 1 1 1 0 ~
0 0.5 1 1.5 2 3 6

ER) o257 /—v28%& (16)) =Y 25TV ©1,200 ~ 1,800
mg/ B, 1 B4EES L EEDOMBHRIRTTIVEELE,
Bk A F ViREDHRE

MY RF7IVREEEQMRFY AT VEEEERERRICEHD, mH

VATV IVEEN ERTDHEAMBKGY AF VREFRPLHITHEA U,

6 BERICV AT I VRENTHS EAMKFYRATFVREEN LR T S.

(ZY 25T A VI 1—T F—LAKDWE)

AF ) =V ABEENRIATONT v — MEETIE, THA4RRHLTYS
EEE, KADIRAZMET 1AM TIE89% THALDIZRL, ALIRAT S
1B EDOBRZETIZSO% ThHo2™. T2, 41% DEEH DV IZZEDOREEN 1
HIZEE R ZH O 2 W EREICEA T, BEOAGN L LTIE, A
B (O8) (44%), %3 E 2565155 (44%), IR O S & (35%), B L UK,
o & 7 EOHLEEBEEORIRUS (24%) Tdh - 7-.

BERIDIEICRET Fe T 7 P APMRT T 5720, HYOIRKANOHE % 3R
B E BEVUETH 5.
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Ny 99592 K9I2F 3> (BQ)

YRF I~V ADBEEhET—HELT
YRF — U ADBETAEBEL LD, —RICBRUERND UeT &

RshET. BENBLON, BEESBE5E D@D TBHHBL 55 LeLELE
%o, FRRDBNTL2HD0E L. BEEBEUERRDDICE | BEEFEHHDED
CETUR. BHETH5< 3R TRENDBESTY. Fle, YAFTFPS VA | RFOAE
=5 THRIRENTLE L

COESBENS, BLYRT P VRRENEREND T ERLHET, Fle, YRT
= URIREICONTE, EhBBOAENTOVAE (1 82 E0MIR) HaENLEES
WL

BQ8 YAF /- ABEDREREEIEIL?

ZWHEHR T — 22 &) G RERER 21T Z LRI NS, FIBE
Mz, BWARE, REEEEME, WAHE, MeERE, HbENRE, 2%
+, LHEZYR—- I8y 7LD, BEIEEICK o TEE, BiERE,
Wi, IREE AEB X OVUERERAEE 21T .

[BHAICIRBINEIREB]

B, fE

o BRkRE, EME, WAIRPE, Ca, P, TAHY 74 AT 7 ¥ —F, BIFREAL
E U OIMERE

o Wil X MMAE, DEXA AF ¥ V2 X 2B OFHMERIC % 5 BHAER Tk
551 % M

c RIEMEIC L AHENLED FADA ) == 7

o ZEHR I IR

WMABITIE, TRLOMEDEET 5.
* LA MR (BCG)
* WERRA (EMG), BRI EE) R
o BT XMERMRAIC X 5N 7 AT SR
o i pE A

(O I NEFEYIRIR]

o BIAKITFRAET 5 BEHAEL S OB X 5. BRME,»SELLERY, &
REEKR, S ATV, BLOZOMOESGFREZLWET L. AR LT,
KAk HHICHERTE, M LICOITERTWEREZEZ L. e 7V h )
b 5720, 7T BERBTS.

c HUBRIIENEZ BN S L LNHLDOT, U7 I AR EDHREERT
5.




Ny 99592 K9I2F3~(BQ)

BQ9 #HESRELEICDOVLTIE?

VAF ) =V ABBIINT HHARE L LT, ANESIZ X D EEE DI
WHDH. BHPEE & 2 EE LB OERIC X > THHTE 2 HIED
R h, B, OFLLEEREDBHIE, ©/NaBkee i BinEmtsE
¥, QRO BTN 5 ERAEF IS T A (R 125D Bk (Fa 2 B
HIEE) e Eh3dp 5 .

[FL4h REEZBNHIE]

FUNEDERE 2 IR T 2 A TH L. EREBRHIEOB I, E, #8E
W, THETR 230 L TRELTWE,. ZOEGIZUTIORTE) TH 5.

1 E

R CIE, 0~k id 2 A, ARy DRI 3EaEs %
5. D) OEFIIRBHAEHL Tw A, EERROBZRIZEIEE L TBY,
EEIHAIN TG,
2 ERERTR

HBERFIRCHed S N-EAEI L Sk b - BB ES AT 5. 2F ),
HEFEREO B CEHS % 3D . BB R R 5.
3 ™ H

THHA CHed S NAREFESEIH L E Nk o RRSHEs 2 &8HT 5. D
F0, WENIREIZ RO S N7 AR DL Lo FRE o H CaHg % 309 .
FERIE, HERREEIC OO S N RAER L EOFEE £ THRE LTS
THA2SIZE AL TH B720, Z OHIEO AKX R CHSE RN TS 1T
ISR L, ROEFHEICENRLEL TV L0 dbEERE RTFITC, &K
2% COEBEZMELL LTW5.

SRR LM S, A, AR ABE - Akl & b, fghoth

AN D,
FLAB BB K BB % 21 5121, —BBICLIT O - Fhie &
PLETH 5.

s MEERRBRICIMALTWwD 2 &
o HEER, MR OHELRTTHREZTHI L
s BB COBERZ, A2 55T SN L ERTMELEEZ RS 5 2 &

BB, BIENRELR LD, EEERONRE 7 LEEE, RHETHL.

C OFIETIZEREE DS OERFEREFEIAETH Y, £ 1 HOERERED
R ERO LMD 2 OOHEL IR L L. 2F ), BEOEREEREIOMEREH
(3,000 ~ 5,000 F) 1Z 222 5 7 \»,

[19



Ny 99592 K9I2F 3> (BQ)

20

UNRIgREAR B SRR SE]

I8 ARMOREE S R E R L, 72720, 18 BMELER SIZB W TAFEE O
R oTBY, O I8 EEER ST S H ZIHREILEL RO SN D5E1E 20
MAMOHE DN RE RS,

B, VAF -V AIF, KFEEONFERLE LT, 18 ERERHET]IT6
FAV = LIFI[99. VAF UREITEHFENT WS,

BhBoe Sk, HRERFIREED R L 7R AR (b - &29FT, 38, FhfG#
AT =2 a )T ZEBRIZBRO NS, THALEEBEHRE ;I EREEHERETH
5 EERNHERL TBL LEND L.

NSV ERIREE B B ORRE T ST A 720121, BET 2RO
DAERERFEL - BT - PTG E L ERAMER L 72 A2 R L CH
T ALEND L, FEEREOERIE, BEREHRBMOBERICKET . B
HEORBEOSL IS OEBELY > 5 —Th 575, BEMIBEST - b
W7 EOGEIRBED R L 25E60H 5 O THRATNIERT 5.

NSRBI ERIROERE R % 5 HCEHE ERAIIT SR S L) £
DT, ZATOMLFRITHER ST S, A THH 15000 HEFDH LT W5,

CORIETIE, EFEERD? S OERBREREPLEL 2D, S5 1 OB
WL D, OF 0, EREEREFEOMERE M (3,000 ~ 5,000 M) A2EFE»H5.

(BRDFEEICH T DEEFICRAT BIERERE) ICED<BIM (B RHIE)]
VAT =T AR, HIREOEOHIREHRE LT, [19 74V V= A%F]I
FENTVD, BRREMAZETIEI019-31 T4 V) — 40K (Y AF ViE) | TE
FENTWAS,
ZOHIBEISHREHROHIRIL RV, 2F ), Y AT = ADBEF 0%Ah
SHFHURTH L. HIFOWIILTOMY TH 5.
1 B 5
BB B AR CHBERT IS HIFET 5. HUFRIIAE A REIC R L S
DT, JEEHOAEFROBE B IR T 5.
2 EHEMRRICKDBEE
HEEHFIRE, OFIROBENGRELEICHE LT L L &, T2k, Qe
L WSE R EIROMKE AT e N (BER AL Y) L300 DA
EXRAT).
3 EERRIC KDEBEZEEI DI T
HE» RN TOMMIZ 3 2ARETH L. TOMICIRERBEHRE -
TREFEBIIIR L 2FERTE L, FEOME, FRELRLIL VDD, TOY;
B, BB S ARREBEAAESA SN D, HEEROLESEFITW L O0dH b
DT, HHTOHYRCTHERT 5.
TROEERRR &%, HOEFR D SIREL T 7obE - BT, R, AhEE
AT —=2arDITEThHD IBEHEFOEREORMN 2T I LNTELDIL,



Ny 99592 K9I2F3~(BQ)

JFHIE U CIREEBEE CITON KRR ONE. DF ), 2 LR RN
M O EHIREIEOIREEBEETH L 2 & 2 RAHEEL TBLLEDL D
5.

TREMIRHIE T, #BEFRA SIREL ZI I8 ER ISR Y, FFElR s i
REOHBILELEREREAERT A2 e TE L. BEEICIE, FHEE
BLUOTEHHFLELERELELERCE 2 HRRER L, THHEICL
B EHORMERTE D[ TERIRER O 2 E H L. b0 eid, B
2 L0 FRERHEFB IR T LI L TE S,

HOBHEALBRAEIIIRICLDELRL. RKTIIAZTHERLZZELHD.
L IIEFT O NIRRT B, T omEOMERRS L 3HEAHETSH B8
BRI O THCABEE LR E CIE 2 HEHETH 2.

Pk, 3 DEBEEDHIEICOWTHELL 7.

ERBIIHIEECE, E0ICHEREERHE R S D0, VAT — Y RE
FHEZ IRz 3 D DEREDIRFIEO T NAPLTHEHIE S NDL DT, @
BRBEHEZFHTLIZ L3 Eb s,

ZDIT A, B E RGO BAREEREICOVTIE, ZOREDREIZLD,
BEER SRR D 1 ], 3%, 4 MR EN L. FEEFCEDWE - BREFL
AEAERERE DS V) 2R EE ISR L T S, HFToHELRICRET 5. 20
EDICD HFERICLE L R 2EBHRHHDT, Bid o TRITOHYLFRICHEZL T
B<.

B REOEREROBED S, BURTI/NBS M R BEEZEFED
W RIEEBDBEDL D EFENOHFEITD IS, FLL VB E BB EE % F
HLTWwa, i)y, B /NE MR R BRI R R ICHFEL T 5 25 &,
EENZMANDEZEPNT, TOEMERETODRDRLLLHIITRE, VAT —
TABFEOBERICIE, TEAUNEIEBEREREBFM SRR ICHE L Tz
KoV EEZTWA,

AN VAR R v R R SR 3 & FR e EER I R 1T bk 4 2 TR 228, RIS
b L B05, ANREHEREREGETZEFEOMBEDIZ) BPREVE b,
L7235 C, 20 5% % Cla/NBERMEREREGEIIZEERELZFH L, 20z 72
SIREERHEAFHT 2 NS nwEEbi s,

B, VAF ) = ADBWOLOOEEKRAETH L, HINELETTHD
CTNS BIET- O, RBRINEFRZE LT I4 V=2 IxdIFons. #F
ML H AR RTFS0 HANEBRRY S % & OBREEICHKTE 5.
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JIV_HANWVIIAFI(CQ)

YRF /=Y ADZWICHWNT, ELFRHIFERTEDH ?

R

VAT =V ADZMICHBNC, BLFEMELTUBARTIFEND, ZHhziEE
TBIEHP, HEMBZMEEDRENRRKRICIFERATHS MEE 2, TEFT VAN

JUB),

221

(2  5X]

VAT =T AQBIETAERZITOPENI B TUIMENNTH Y, W o—EhH
WD XD REEDOEWERIZM LN TV WY Fo, JEE L S SR o2
DV THIREIZIR R S N5 7 e,

Levchenko 5" 35T W & kK Tﬁﬁb:i%gﬁﬁfﬁ%ﬁﬁﬁb, EDIZFDREE,
FEREE, BRERIRER, BEMERHREIZIZIZ 100% THho7z. DF ), ZhFiciZHm
Kby AF ViEERED S hif@ SWHE T T Th Y, BIZFZRNILHED
bOTIELWEEZONS, S5, BIEEODLDVENZB 2B FZROEHR,
TWHE R 2B D DOIET MO ERT 2 L, MIHERET L L N)VIZIERneE
25,

L Lahs, ZOMENSSMEZHEMT 2720 3ERTHL. 5
2, RARNZIRe AT 2 SICBWTIIFEFICEHTH 5.

RFRR - BZCLEZRER]

1 PubMed(#EF 2017 £ 11 B7H) SREH : 28K

BFAER  OAZTFI VA, VATITA v 7L Ea— BT FIA4
SRR Y o= 31 1, QERRIIZE, JEFEE 21 (DL 0FEH ), @F 0o
FE SR 143 1 (D, @& DEBRR ).

No. 1RERT 1RERIE
#01 | "Cystinosis" [MH] 1,151
402 Cystinosis [TIAB] OR Cystinoses [TIAB] OR Cystine Disease* [TIAB] OR Cystine 1218

Storage Disease* [TIAB] OR Cystine Diathes* [TIAB]

"Genetic Testing” [MH] OR "Heterozygote Detection" [MH] OR "Genetic Predisposition
#03 | to Disease" [MH] OR "Molecular Diagnostic Techniques" [MH] OR "CTNS protein, 159,869
human" [Supplementary Concept]




JY=HNIIZF3~(CQ)

Genetic Test* [TIAB] OR Molecular Diagnos* [TIAB] OR Molecular Test* [TIAB] OR

34,583
#04 CTNS [TIAB] OR cystinosin [TIAB]
#05 | (#1 OR#2) AND (#3 OR #4) 195
#06 #5 AND ("Meta—Analysis" [PT] OR "meta-analysis" [TIAB]) 0
#07 | #5AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0
#08 #5 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR (guideline* 2
[TIAB] NOT medline [SB]))
#09 | #5SAND ("Review" [PT] OR (review [TI] NOT medline [SB])) 31
#10 | #8 OR #9 31
#11 #5 AND ("Randomized Controlled Trial" [PT] OR "Randomized Controlled Trials as 0
Topic" [MH] OR (random* [TIAB] NOT medline [SB]))
412 #5 AND ("Clinical Study" [PT] OR "Clinical Studies as Topic" [MH] OR ((clinical |
trial* [TIAB] OR random* [TIAB] OR observational stud* [TIAB]) NOT medline [SB]))
#5 AND ("Epidemiologic Studies" [MH] OR "Epidemiologic Research Design" [MH]
13 OR "Comparative Study" [PT] OR "Multicenter Study" [PT] OR "Evaluation Studies" [PT] ol
OR ((cohort stud* [TIAB] OR comparative stud* [TIAB] OR multicenter stud* [TIAB]
OR evaluation stud* [TIAB]) NOT medline [SB]))
#14 | (#12 OR #13) NOT #10 21
#15 | #5NOT (#10 OR #14) 143

2 EfsEweb(#8F 2017 F 11 B7H) WBERER : 251

W DAY TFY) VR, VATFITA v 7 LY a—,

TWAANTA

WAL 0 fF, QERARBIZE, ERTE 2 1, @ OMOBEH 6 (D, @LDE

Bl ).

No. IR TR

#01 | Y AFHE ITH 71

402 JRAFURE ITA or YV AF ) — X TA or VY AF VBIE ITA or ¥ R F 2 EIEAE 3
ITA or B4 AF VIE ITA
BEFIIRE /TH or NTOESHRE /TH or " EEHNFRE (KRE) "/TH or 7

#03 - 34,792
FEZ2WTiA /TH or "CTNS Protein"/TH
BFMRE /TA or DNA 321 /TA or B{L T2 /TA or BIGTFIRE /TA or &

s04 1LE2HT /TA or D FE2Hf /TA or NT OEREMIEH /TA or REEUZSMAIRE /TA or 17,045
BEHF v U 7R /TA or BEHREEIRE /TA or BGHZERE /TA or iBEH ’
XS /TA or BRETF /TA or IBL3HREA /TA or EBEHIRE /TA or CTNS/TA

#05 | (#1 or#2) and (#3 or #4) 6
(#1 or #2) and (EfE /TA or CTNS/TA or ¥ AF /> [TA) and (ARE /TA or

#06 | _, . 2
2 /TA)

#07 | #5 or #6 8

408 #7and (AP 7 F UV Z/THor VATYT A4 w2 U E1—/TH or 32504 R 0
=42/ /TH)

#09 |#7and RD =X T7FUI R Z2EHA RSA) 0

410 #7and (AFTPFTUIZMA or VATITAWIZULE1—/TA or 5251 R 0
>4 ITA)

#11 | #7and (PT =#45%) 0

[ 23
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241

#12 | #7 and T % LMELEELER /TH 0
#13 | #7and (RD =54 LMELEELER) 0
#14 | #7and (T LMELLEEIER /TA or BIEALLLESLER /TA) 0
#15 | #7 and (EZHZUFME /TH or B2IAZRTH + > /TH) 1
#16 | #7and (RD =#5 >4 L LS EER | LLETZT) 1
#7 and (FZHHEE /TA or BZHIIFZT /TA or ERERFAZT /TA or SRS /TA or %
EIETZR /TA or FEBIFIERIFZE /TA or HIMEMZT /TA or J7k— M5 /TA or 1B
17 FFFZE /TA or BREDTHZE /TA or 77T ABAZE /TA or SEIROJBEMERAST /TA or WA BHF 0
72 ITA or ZHEERELBIIFZE /TA or /A Oy MOV T T b /TA or IZAEE /TA
or BREREAER /TA or 5 1 #HEER /TA or 55 11 AB5ER /TA or 25 111 #HFKBR /TA or 55
1V B8R /TA or 7 O A — ) \—HFZT /TA)
#18 | #15 or #16 2
#19 | #7 not #18 6

3 The Cochrane Library (8% 2017 £ 11 B 7 H) &38R : 251K
WEH D CDSROM: (22 5 L ¥ a—), 2 CCRCT 2 (Frigent FRERER) |

R

>R

No. 1R TRERIHES

401 Cystinosis - ti,ab,kw OR Cystinoses : ti,ab,kw OR Cystine Disease* : ti,ab,kw OR 67
Cystine Storage Disease* : ti,ab,kw OR Cystine Diathes* : ti,ab,kw

402 (Genetic* : ti,ab,kw or Molecular : ti,ab,kw or CTNS : ti,ab,kw or cystinosin : 10.187
ti,abkw) and (Test* @ ti,ab,kw or Diagnos* ! ti,ab,kw) ’

#03 | #1 AND #2 2

#04 | #3 CDSR 0

#05 | #3 CCRCT 2




JY=HNIIZF3~(CQ)

YAF/=YRAICBNT, YARAFTT7IVieERIBKEIRE, BROBH

CQ2 | uiamgzn?
-
DYRF 7= IROEEEEEEE, BT ST R e AR DREEDET DR

TEFROELECAN CTHD HERE 1, TETVAUNL O).
QFMPEBEOBRICHDNDET, YRATTVIVIRAZRKINETHD (HEEE 1,
IEFVAUNILC).

(B &Rl

VAF ) =V ATREGMII Y AF UHERET 700, FRAe RERICEOHED
LS. BZEUREICHET 23 B IC oW TIECQ2~8 2 4bETEIH LT
L. 2B, YATTIVORMIE, ABEO Y AT VRO TG
MTHAH720, Mt T,

BIEREOZENRIEE L LT, BT L TR T R TR O 2
LA H 5. fEew Bl O & PHE TIX, B CTIld KB A 4 (end stage renal disease ;
ESRD), H#&NREBMANDMLT, FIEFERPTEEIC R L. BUSMNOEIHET
B HHERRE, FIRBREERICT R, BitgREA 4, I AT —Tld, FBERRIIEF
R 5. Lo L, BREIM, 28D AT/ =2 ABEDIATT I VIR
F OBHIGRE IR BTN X 2 /R0 &2 T L 72Ras0dd 7 <, IR 2 AL iR
I5% (randomized controlled trial ; RCT) I3fTH LT\, DIFICIRRS 2 2D %A

BHIRFZEIZ LD,

YATT I Y OEEMERIPRE T E, ETRCEIHEDTE

HER DG PRI AT T 5 THEPEATR STV 52 (R D).

D ATT ZVREICET H(NRNIKRRDOLLE
Jv—+)b Gahl WA, et al . Ann Intern Med 2007 Brodin-Sartorius A, et al © Kidney Int 2012%"
WRTTA > KED 1HEER (NIH) 7 1985 ~ 2006 F (52 | TS5 AM2HEER (Lyon-Herriot, Paris-Necker
ZURYRATF /=Y REBE 100 fIZWNRICUTC | BBR) 7Z 1961 ~ 1995 FICRZ UV AT /—
BRI ERE R, 2B 86 B RIC UTc - H1RRYISERERNZR.
BEEMDREH s I8mMN O 45K (FH26.27%) FTOBES | - WA (15EMUE) DYRF /- XEE 86

BYXAF /= RXEBE 1006 (Bs588, &«
424).

o Y BTBAE 92/100 (92%), FIRERFEBER T
fiE 75/100 (75%), MHEIRHERERE (BHDH)
39/53 (69%), BitEBEARZ 53/77 (69%). W T
B 58/97 (60%), = )(F—50/100 (50%),
=L AT O—)VIMAE 31/94 (33%), HBERAE
32/100 (32%), ME DAL 16/52 (31%),
18 PR 9% 24/100 (24%), KB KB DA K AL
21/95 (23%). FETC 33/100 (33%).

Bl (4452, wa28).

< B MBRIEDY 12 B, B2HRES DS E RS (S
227, BREBEDITF0O—7 v TEEIF 267 =
70 Cholz. 156 87%) Y RATF=Y
ZRALTHD, BHAFHIEFEIIRE, F
BRAPREIE 174 FTholc. AHEDEIG
|&, ESRD D*78 B (91%), ERIRBRHEREIR T™E
62l (71%), ¥EERIRN 48 Bl (55.8%),
REREN 32 6] (37.2%) THolz.

(#E<)
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(Fix)
WA e URAF /=R (PREBEFFBRFRN) O | c AROVAF VEREAMRGYIAF VEE
EilE, HMINERE BEYXF UGS D_LEF (< 3 nmol half-cystine/mg protein) (D]
SBERBOBAMRF Y AFVEEN 3 mol | AFEEEVIFNH—7.
half-cystine/mg protein I L CH DT & (IEREIF
02T, YAF /=Y RTIF3~25). &8,
BHMIRF S X F VIREDRIES cystine binding
protein assay C{TD CL\D.
Bl BUFD 2 DOFETE DT 72 U TEET. LURD 3 BT THRET.
() YRFTTVIVRBBEEEVATVIVEER | (A% SBREBCYRAT TV IVBRZIIRDICE
BFIIABEIC OIS, ZTNZICRAEHA™E, BB | 404l
B 10 FBICOIT TR L. BEDEDIC | (BE) 5 UL TAERRDIE.
(&, FEBENSARRRIBICEITUCEDSE | (CB) AHHEICEDRIIFREERL OIcE.
N%, &oC B—FEEDMADEICEFETTD. BE & CHTEBCDEMEICK > TAHN
Q) YRAFTT7ZBEEN 8 FRiE CRENEYR) | B19D.
61 & 8 FELLE CREEVE) 39 BllCHIIT
BEr L.
BRENE « JIb—=T51F (1) DR EEEL. c DI —T2HDER | RICERIFBEMT 152.1
cJI—TRF ) DR @HE GREDAE | om (129~ 177cm), ZMHT 1421 ecm (105 ~
BEEYBEDIFOIDAEN ofc. BRIFABER | 164cm) THofc. 286 (33%) HEEMNILE
BB TIE 143.6 cm, SAEECIE TE 1547 | VABZRIITHD, FHERIAENRE 100 5%
cm, FEIAENEFCIF 453 kg, BEE | THRSHEIF 43 FTHolc. 58 FIDARINR
YIB¥ClE 53.2kg ThHoTe. IWEVBAEZSRITTULEDOfe. ZD35 10
BlFSRFTPZVBEZEZTTHST, 95
RIEF 1278 em EVRT P ZVBEZERITTC 48
BID 147.6 cm & B U TEBBITIED 2.
LT cJI—T2EDER 336 33%) HFY | « JIL—T2EDER | FETE 24/86 (27.9%).
(cQ3) 285 TR UTe. EEEBDYRTTIVA | < JAERIIA S MABAFDILTE 2140 (5.0%),

AREARE(E 2.1 £ 0.7 FTHD, &£FHE 676D
YRATTZVAREAREIE 9.6 £ 09FTHD
fo. BEULEEEDEZENBBBEZZITTH
D, FHBBEFELRIE 113m Chofe. T
BHDEFEALEIFZEERITERD Doz, FER
(& 9 FINBMIE, 5 BINERESAE, 5 BIHIEIRES
BHiE (ZOS3556ICHETES, 46CH
ADZEMR), 5BIDEIR, 1 HINESAE 34
HPIRETTERE, 1 IO RARERR T, 8 I
RERTNBETH o,

c JIb—=THF (1) DR FAEHBHEN
[FEFTEXRGFEINUE. Y AT 7 VRBH
BHARWVEETETEFBINITHD Ui,

s JI—=THF 2) OFER: WEXRIE, AE
BB TIE 3061 (49%), HEBUBETIE
339 (8%) LIAEEYIBIDIE SN ED ofc.

ET-EEHD 223 £ 1.2 7%,

o JREREIA 5 LA EBFDIETER | 15/35 (42.9%),
TET-EEHR 29.7 £ 8.0 A%,

CEHEREFTTHRABBEDIETE 711
(63.6%), FET-Ffip 21.7 £ 5.0 i%.

HERR S AR ClE, RABRDBKIUA
BRIA S M LB B U CHRTRIFEERIC
Ehofc. ULh USETH#RICER TN .

< SBERIIA S U LB ERABRE S B LT
TERMEL, FBEFERICEFED ol

CFTERA VAT =Y APBRL(CEED .

< SEERRIA 5 ATBEFDIER 1 2/40 (5%), 16
HURRZAE, 1 BRI RER CIEL.

RERE S ML EEBFDOBR 1535 (42.9%),
2 GINEEEE, 2 BINVRREME, 4 BN HEER
HRA, 1 5B, 4 BN NEE(IC KD
RAZ, 1 IS, 1 BN RERBATIEL.

c BHEFRES CREBEFOFER 7/11 (63.6%).
1 BIDEETAE, 2 FINRRRE, 1 BIHYH L&,
3 BRI RE TIET.

26
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KEIBETRZL (ESRD)
(cQ4)

c JIL—T2EDER - 26 (92%) HERiIE
Z{ToCW5. 1 AEDBBIEDFEFiEE
23R CHD. 4fIH 2B E 6fIH3E
D EDBBIEZZITTVND. BBEEZZITT
WIEW 8 BID S5 7 BIDFks(E 18 ~ 21 % C.
1 Bll& 27 I CdH ol

 JI—T51F (1) DR BeEL.

c JI—T5H1F (2) OFER AESEVEDOE
BABFHSE 11.0 £ 32 EFHITEA LD,
JBEEUIEES 14.8 £ 46 MEEADEIEUTE.

o J)IL—T2EDER 1 78 B (90.7%) HYESRD
[CHEBUE. 65BN 1E, 116H2[E], 24
h' 3 EDEBBEZZIFITND.

< SBERA S moRmATDIER | 32/40 (80.0%),
FHACFHS 134 T 4.8 5%,

< SBERIIA S UL EBEDIER 1 88 (100%),
JEEERS 9.6 £ 2.6 7%,

* ESRD X CHRBEBF DR © 38/38 (100%),
FAEFHS 9.5 £ 2.0 7.

< SBEREIA S MAMBE ClE, FRAFBCHRL
C ESRD [CFBBEEFBERICEN oI,

« SBEBEA S LB R BERE ClFEdgh ofe.

* FIEFHSH ESRD EERDIERTH o/,

FRRBRIEREIR E | (BB S AT U 7] BRI SA4F7UT]
(cQ5) L- FOFY VRFRELAZETO>CLDE. L- FOF Y UHRZEZITOCLDE.
* J)—T2EOER © 75/100 (75%). o BERDER ¢ 62/86 (72.1%).
* JIL—=THF (1) DR &L, RERA S mARmAF DR | 2140 (52.5%),
 JI—T3F (2) OFER AENEVBTIE | FEFRS 13.5 = 4.7 %,
53/61 (87%), AEEEYIEE T (& 22/39 (56%) | « 5L LEEFDIER © 11/15 (73.3%), FIEFHES
CIRBEYIBEDIEONAEN . 179 + 73 #%.
CEMEREF CRBEHDBER 3031
(96.8%), FEAEEFHS 11.7 £ 5.9 7%,
< SBERIIA S MR ClE, RABERCEEL
THRBREERETEICHDEEFE,N O
UD UREFRCEFED oI,
< SBERIA S M LB ERABH LB UTH
ERNERICIKLS, FHEFRDELEUR.
ERRAERE(R AE [BDoZ47U7] SEHEAL.
BUBETTRANATOVEREEZITOT
W2#E, 7 MTOVDE T PIERERIL
E> (FSH) H'30 U/L LATDA.
» DI—T2EDER - BHEDFH 39/53 (74%).
 JI—THF (1) DR Z@EL.
 DI—THF (2) DFER : EEEL.
TR EhRER WD SATUT] WD AT 1U7T]
(cQe6) SFINTF—F, FEORMUHDERDDHDE. =FINF—F, FEORMUMHDERNDDE.

RS, W NESEEER IV EEDH
HIRBETHEL EBBEREDE.

I —TE2HD/ER: =4 /)NF —50/100
(50%), B TR 58/97 (60%).

« JIb—="T51F (1) OFER 1 RERFAEABA 10
FRBDIHE(CF 12% THo2HBDH, 304F
DETHDE 0% [CHED. —FH, YATFP=
VIRRAZERRT S &, JAERARIIC 60% D=
FINF—DRBERNY AT 7 = VIRAD 20 &
P ETIFREERE 0% (C15D.

 JI—THF (2) DFER : EEEL.

FEFRBE, FHPELS Tl NeEE 2R,

ZOMFRERZEZH TR LT,

c T —T2EDER 324 (372%) DR
EREDENTZ A/ F—(F 22 6 (68.8%),
B TEE 176 (53.1%).

RBEMIBSmABAEDER 640 (15.0%),
FAEEEHD 17.8 £ 52 7%,

< SRERAA S ML EBEDER 1528 (53.6%),
FREFMH 26.6 £ 54 7%,

CEMEREFCRABBEFHOBR 1118
(61.1%), FEAEFHE 21.9 £ 5.5 1.

< SBERIMA S MAMEI ClE, RAEBCHERL
THRHERICHEDEERE, /. LHL
REFHEEN o

< SBERIA S M LB EARABEEF S LB L THE
ElHMEL, REFHBICER>LEL O

(<)
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(Fix)
AR T (Do Z47U7] SEEAL.
(cQ7 FitsaEIRE [(BAOUMEE (FVO), 1 WEE
I¥KAE (FEV), 2EE (TLC) SKU—
B {LERRATILEAE (DLco)] DM FRIED 80% LU
DA,
* JI—T2BOER 53177 (69%).
« JIb—=T51F (1) OFER 1 RERFAEARBA 10
FEXRBDEEICIF FVC BFANED 86% TEH D
fcHOn, KIRABABEA0FULETHDE
56% [C1ED. —h, VAT P ZVIRAZRRA
UEHFLTWVD 53 BITIF, IRAHEN 1045
Kt CddEFVC FFRIED 54% TH oI
O, BRAHARINY 10 FELU_ED 24 BITIF FVC (F
83% Cdhofc.
 JI—T5F (2) DR EH#@EL.
PERTR WD SATUT] [BDoZ47U7]
(cQ8) YERIR CA >~ A BB NS, YRR CA VA REETO>CLDHE.
* J)L—T2EDMER  24/100 (24%). e JIV—T2HDFER - 48 il (55.8.%).
cOI—TnF (1) OBR VAT TIVZER | BERIAS mAEEFDER | 1140 (27.5%),
BAUTWEWESIZIE BREUTWEWEERE | FEFH 17.6 £ 6.1 5.
AEVIFEERKICEET D, RRAMBEN | - AERR S MU EEORER | 1117 (64.7%),
10 EXRTBDIBEIC(E 4% THoI2BDH, 30| FAEFEH 21.6 £ 10.1 7.
FYULETHDE 0% (CIFD. —7H, VATV | AHEREFTCRAEEIEDGBR 26129
S VIRAZRRT D&, WRFRISRAB-EN | (89.7%), FAEFH: 144 £ 53 5%,
RVWEEEMICEATD. YATTFIVEE | « BERMIB S MR ClE REEFEIERL
ERBUTI10 ERBOERBIEERIF 28% | CHERBICHEDEEFBERICED 2. L
THBDDICHU, 20 FLL EABABELTLND 54 UREFERCEFED ol
DFRAERF 0% TH . < SBERIA S M LB E KRB S B L THE
 JI—T5F (2) OFER  ZEEL. ElFENolc. UL, BEFRICERED D
fc.
2SRRIV AT T I VARBEERKB LIS
BICEELTIE, BRAZSOCAHEZTEL
TWiEhofe.
BHEDESE 8§ DDIEBUEDAEMIE (FIRIRIEAEIK TIE 3BCBVT S DDOABHE (ESRD, FIRERHE

fiteER 2, WINES, =74/(F— WERE

MmEDAMAL, ¥ERK, KBMEEDAKL) O

BEMIC DO\ THRE Uz,

 JI—T51F (1) DR 8@,

c JIL—THF 2) OFER BENEVETIE
T 4.0 DEHMTH D, AEEVETTY 2.2
DEHBTH ok,

BEIETE, MRS, #EHES L) ORZ

HITOWTHRET LTz,

c JIL—T2UhDER 86 fIDS5, 5HIhGE
BHEO0 (58%), 166D 1 (18.6%), 11 flH 2
(12.8%), 22 BIHY 3 (25.6%), 21 BIHY 4 (24.4%),
115 (12.8%) THofe.

AERAS MAMBDRER 406055, 5
BIDEHHE 0 (12.5%), 146D 1 (35.0%), 9
B2 (22.5%), 9 BN 3 (22.5%), 2BIH 4
(5.0%), 16Ih'5 (25%) Thole.

< SAERA S B EBDRER (s fIDS5, 14
H2(12.5%), 2 BIH* 3(25.0%) , 5 BIHY 4 (62.5%)
Tohole.

s APHERIEF CAHRABEHDRESR (38 6ID35,
26IHY 1 (5.3%), 161HY2 (2.6%), 116103
(28.9%), 14 BIH* 4 (36.8%), 10 BIHY 5 (26,3%)
Tohole.

< SBERBEBRNREVE EAHEDERIITA
BThofe.
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(Fix)

ZDMODRFEEEIR VAT T IVBEE 20 FLUEToTVESH | c VAT T I VARER 25 RUBICHB LTV
&, HR®, ZA/\F—, ETFEhok 9 1258 (5%, FHFER 2145 FAEFHEICE
BUSIEEMEDEHHEN TS L, FHIF 18 ~ 215 T, BEUEN oz
VATV EZVDHGREHEIE 13~ 19FT&H> | » CKD TlEdDHDD ESRD NHETT UL TULEL
fe. 9 fih 3 plIFBBIEZSZITCTL. 9.3% (86 BIch 8 B, HhofE : 21.0%, #FE :

15.2-28.8 %) DEEIF, TNT 25 mAm (F
RIE:15m%) CYRATTVIVABZRKBL
TWie.

THZRDBRTE BHENLREME. BYCEECHINE | BFENITERSEMR. 1960 FICEHRZIE
DOYEICDOWVWTIFHERTHD. FBEDRE | NcBEICBEWVWTCIE, £F/N\AT7ADPEELT
UCWSIYRTF7PZVDEDHEFO>TVD. WD HABEMEN DD, ZREADMEN, %®HIC

S NICBEDES FHRZENEICEM LT
DTEDHEZISND.
f&ism SBREDYRATF /=Y ABEGHRABICHKL | « VAT T I VRBEEHEDORERRZES

BEMHESKECROBENZELOT. REE
DYATTFIVRAEINSZENT D.
VATV IVIRAE, FERPBBIEDIREIC

B BUERZERELRL.
cVATTIVIRAR, BB TEDRITEL
BIAL, EEICOICOTHRITT HNETHD.

Bhod, INTCOVRTF/—VRABEICE
BENBINETHD.

1

SERRRERE, HERIA,

Gahl 5% D&st
Gahl 520, KE 1 EROBBERS 25 ) — 3 ZBHZE 100 BlOERIBIC K%
I NF —, itEREAR A, HUIRBABRBEIS TE, PEERERE

AEBEEOR) FEDOEIHERKE (R EARE) 2 &I2o0wT, YAT77 3 VIRH
OB & 2 FSRESEE 12D TR IS RS L 72,

BEREI NIz AT/ — 2 A 100 B O KL - BRAE 92% (92/100 1), HUIR
PR RBIR T RE 75% (75/100 B1), PERREEREAS 2 (BYEDOH) 74% (39/53 1), Mtk
HEAN4E 69% (53/77 f81), Wi T B 60% (58/97 B11), I 7 7¥F— 50%(50/100 1),
a2 L AT 10— )VIE 33%(31/94 ), #EEAE 32% (32/100 1), 1M O fF KL
31%(16/52 B1), HEIRIE 24% (24/100 1), KM K2 B @ H IR AL 23% (22795 1),
FETE 33% (33/100 f).

RGP 2 0 ~ 104E, 11 ~ 204, 21 ~ 30 4E, 31 ~ 40 4E 12455 1F C, BEIRIH,
AT —, A E D EPHEDFRERRLIE R LM Lz & 25, RibHE
HIMARWIZE, APHEDFIERRLIL TN L /2.

EFEIIMZ 0~ 104E, 11 ~ 20 4E, 21 ~ 30 4F, 31 ~ 40 4E12550F T, HERRIA,

AT =, MERAEOSIHEDFIER LI TR LM L2 & 25, HEY
HAAEWIZE, HEIRE, I 4235 —, JitEiEARN 20 G IHEDFIERRLIL =L
WA L7z

KGR 25 20 L LT % 48 BITIE, BERIE, I4/5F—, FETB LU
WANENZ 7 DEEX, ZNEN38%, 3%, 48%, 81% THh-o1z. —J, VA
F7 I VAR 20 ED EREEL TV B S BITIE, R, A5 F—, BT
IR L72EE 3L, BEOMIREARE ol ED 1 THo72. T2, 96
PENEUIOEIHEICITREL TBHT, TNODOFEIT 18 ~21 %, AT
73 VBRI 13 ~ 19 R (P 16 ) Tho 72, 9BlD ) & 3 FIE
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FoAl & JifT L T\ 7z,

<RI AT 8 ARG O QR BYIEE 61 151), 8 4 DL 0B (G 8 U] 7 39
BICHTC, BR, RE, BRMETE, 2L A7o—)ufE, FURRRERET
FERHEEZRET L2 2a, BE, AEIIBEEDH I VML 74,
YT CIE 8 BIATE A A T L CB ST, BRBME T L/ HEORET
b EBRAEEGDS 3.8 AR o 72, BB YIE IR E R L L T, HUR
BRI TEDFSEFRE R EEIMEL, IV AT = UES KA 572

o LRLO 2 #ET 8 DDA UHE (FARMRPRBEIC T E, FibkieA 4, WETRESE, o4
I8F—, HRE, M OAKIL, BRI, KR E DA KAL) O FEHEE % s
L72L 2, IBEAEYE TP EIHERERA 4.0 THo72b DA%, #Y)
HCli22ThHor.

RIBBEOFEER Y A F ) — 2 20%, BAIICIREEH 2 S HERITE T O R &
b, VATT IO, ERCEBEOREIC22DLT, IRTOIR
F )=V ABEHEIZEEEINLIRETH 5.

2 Brodin-Sartorius 5" D&5t
Brodin-Sartorius 57 1%, 7 F ¥ A 2 Mgk O BRI ER S A F ) — ¥ A BE 86 B

D EHIMNIC e ST S, BERE, MREHRE (I AT —, WTHREZ &),

FURIAR RN THEF O SIHESCHE (R EAE), JBERREE, VATT IV

Nk OBRIAREIC & 2 SEEAEEE, FSIE AP in & 3 #F QR BIAG 5 moRIRE, (G

G S DL RHE, RIGIER) IS0 CTRE Lz, 72, AT T~ A — A fE

LT, BIEOHRE K7z

VAT = ABH 86 BIOREENE, FHER 267 (5 44 &, a2 ), I
WRIEAS 12 B, WEEOFIER L 22 5, ®REO 7+ 0 —7 v THEHIL 267
7O THorz. ISENYATFTIVEIRALTBY, BERIGFERIT Y
9.9 1%, FHRHMMIX 174 £ Tho7z. APHEDOEIEIX, ESRD 2578 i, H
RIEARREIR T IEDS 62 B, HEIRIRAS 48 B, HERHREN 2 I TH - 72,

 HHBAG S AR TlE ESRD OFIERESFERITIHA L, BIEFH O EL o
720 S50, HURBRBEREIRTRE, BERRAE, AR O TSRl 25 B 12 <
o7z,

o THIEBALG S DL ERECIE, RIGHREE L L T, BERE S RIS AR T E O
FERENLZF WA L7z

CHETHRICH LTI, VAT T I VIEERETIIEIET L.

* 5 OOAPHE (ESRD, HIKBRARREACTAE, HERAE, MEHEE, LT OF
FIER A AT L7282 A, R S AR TIZ2 THo72b 0N, 5D
LETIX4TH oz SHEARMBEOFTEED 2\ 5B, 3XT 2.5 i
\ER LB L T,

o BB (CKD) Tldd % & D d, ESRD 14T L TV 72\ 9.3% (86 5t 8 41,
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UMl 21.0 5%, #iPH ; 15.2-28.8 %) DEEIL, T 2.5 A (FPUMiE 5 1.5

JY=HNIIZF3~(CQ)

)TV AT T I BRI L T

VATT I v ONMIE, SOHEDIEHE R T R ISER T BIE S, LT

BLHWF SR VAT7 I VIR, BB _CECBHIEL, EEICD

2o THERL S 2 RETH 5.

RFRR - sZICULEZXRER)
1 PubMed(#%ZFE 2017 E 11 B 7H) RFHE : 2581

BMERER DAY TFI)V VAR, YATFITFA v 7L a—,
HRL ¥ — 19 fF, QERRIIZE, E5ge 36 (O L oFHRL), @F oo

B K 67 1R (D, @& OFEHRL).

THETANITA >,

No. (EE TRERHE

#01 | "Cystinosis/drug therapy" [MH] 201
(Cystinosis [TIAB] OR Cystinoses [TIAB] OR Cystine Disease* [TIAB] OR

402 Cystine Storage Disease* [TIAB] OR Cystine Diathes* [TIAB]) AND (therap* 405
[TIAB] OR pharmacotherap* [TIAB] OR chemotherap* [TIAB] OR treatment*

[TIAB])

403 "Cysteamine”" [MH] OR "Cystine Depleting Agents" [PA] OR "Cystine Depleting 5971
Agents" [MH] ’
Cysteamine [TIAB] OR Mercaptoethylamine [TIAB] OR Mercamine [TIAB]

#04 | OR Mercaptamine [TIAB] OR Cysteinamine [TIAB] OR Cystagon [TIAB] OR 3,514
Becaptan [TIAB]

#05 | (#1 OR#2) AND (#3 OR #4) 274
"Early Medical Intervention" [MH] OR "Time Factors" [MH] OR "Age Factors" [MH]

#06 . 1,715,509
OR "Aging" [MH]

#07 | early [TIAB] OR earlier [TIAB] OR time [TIAB] OR age [TIAB] OR aging [TIAB] | 5,225,984

#08 | #5AND (#6 OR #7) 122

#09 | #8 AND ("Meta-Analysis" [PT] OR "meta-analysis" [TIAB]) 0

#10 | #8 AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0

#11 #8 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR .
(guideline* [TIAB] NOT medline [SB]))

#12 | #8 AND ("Review" [PT] OR (review [TI] NOT medline [SB])) 19

#13 | #11 OR #12 19

414 #8 AND ("Randomized Controlled Trial" [PT] OR "Randomized Controlled Trials 4
as Topic" [MH] OR (random* [TIAB] NOT medline [SB]))

#8 AND ("Clinical Study" [PT] OR "Clinical Studies as Topic" [MH] OR ((clinical

#15 | trial* [TIAB] OR random* [TIAB] OR observational stud* [TIAB]) NOT 13

medline [SB]))
#8 AND ("Epidemiologic Studies" [MH] OR "Epidemiologic Research Design" [MH]
#16 OR "Comparative Study” [PT] OR "Multicenter Study" [PT] OR "Evaluation 20

Studies" [PT] OR ((cohort stud* [TIAB] OR comparative stud* [TIAB] OR
multicenter stud* [TIAB] OR evaluation stud* [TIAB]) NOT medline [SB]))
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#17 | (#14 OR #15 OR #16) NOT #13 36

#18 | #8 NOT (#13 OR #17) 67

2 ERSEWeb(BFE2017F 11 H78) BZRHR 251
WFER DAY TFY)V VA, VAT TA v 7L a—, WAL T4,
L0, QERIRIFZE - SEEEIE 1 1, ®F DMty B SCHR 0 1.

No. (ESnY R

#01 | Y AFVIE /TH 71
VAFUREITA or Y AF /) — X TA or V AF VEIE ITA or ¥ ATF 2V EBIBE

#02 . 63
/TA or B A F VIE ITA

#03 | Cysteamine/TH or "Cystine Depleting Agents"/TH 247
Cysteamine/TA or 2/ AT 77 =/ [TA or Mercaptamine/TA or X)L TH =2/ ITA

#04 | or Cystagon/TA or 3/ X% 1>/ /TA or "Cystine Depleting Agent"/TA or &/ A F /R 360
£ ITA

#05 | (#1 or#2) and (#3 or #4) 11

#06 | FREAEETA /TH or BREERF /TH or T & F /TH or ks /TH 103,611

5 4 4 57 #® & 5

407 ERHA /TA or BESA /TA or BFEA /TA or B /TA or TRl /TA or T£55 /TA or JES /TA 696,790
or &1t ITA

#08 | #5and (#6 or #7) 1

400 #and (XY 7FUI A MHor VATYT 4 wILE 11— /TH or 225EHA R 0
A/ /TH)

#10 |#8and (RD =X TPFUI R  2Z2EHA RSA) 0

11 #8and (AFFPFUIZMA or YVATITAwIUE 21— /TA or 2EHA R 0
A [TA)

#12 [ #8and (PT =#45%) 0

#13 | #8 and T/ Y LMELEEER /TH 0

#14 |[#8and (RD =T /4 LB ER) 0

#15 | #8and (T4 LMELLEGER /TA or FIER(LLLEGLER /TA) 0

#16 | #8 and (BZIHZAFIE /TH or BEMIAZR TS A >/ /TH) 1

#17 | #8and (RD =#Z >4 L{LHEEER , LLEIFZR) 0

#8 and (BZAFE /TA or BEHIAZT /TA or EREIAZT /TA or HitEIHHZT /TA or
BIETE /TA or SEBIFIERTZE /TA or RIBIEFE /TA or J7R— MITSE /TA or 18
418 BBRZT /TA or BREIARZT /TA or T ARRZE /TA or RIRAIBEIERRZT /TA or WA B '
%% ITA or ZHEsRELEIRFZE /TA or J\A Ow S TJOI T2 b /TA or 1Z45HE /TA
or BEPRELER /TA or 25 14E5LER /TA or 25 11 #E5LER /TA or 25 11 48558 /TA or
IV #8588 /TA or 7 024 —/\—FH3% /TA)

#19 | #16 or #18 1

3 The Cochrane Library (1838 2017 £ 11 B 7 H) #2380 : 24K
EER O CDSROME (279 v L ¥ a—), (2 CCRCT 8 1 ([hisixf iEzER) .

Py RRERIEE

401 Cystinosis - ti,ab,kw OR Cystinoses : ti,ab,kw OR Cystine Disease* : ti,ab,kw OR 7
Cystine Storage Disease* : ti,ab,kw OR Cystine Diathes*  ti,ab,kw

321
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Cysteamine : ti,ab,kw OR Mercaptoethylamine : ti,abkw OR Mercamine : ti,ab,kw

#02 | OR Mercaptamine : ti,ab,kw OR Cysteinamine : ti,ab,kw OR Cystagon : ti,ab,kw 49
OR Becaptan : ti,ab,kw
early : ti,ab,kw OR earlier : ti,ab,kw OR time : ti,ab,kw OR age : ti,ab,kw OR
#03 T 415,294
aging - ti,ab,kw
#04 | #1 AND #2 AND #3 8
#05 | #4 CDSR 0
#06 | #4 CCRCT 8
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ca3

YATFTTPIVORARK, EHTFRENEIDIN?

\l

g

JRAF )=V REEZMESNTEHZEICIE, CTEDRITRERRIC AT 7=V DIRAZEISE
THEEEL, IETVAURIC)

(& )

VAT =V AFRINIBEAE R IIEL, FRIIARTH L. HRAHMIIZET
&, SEETIVATTIVERGT AL, EGTERIVAZICEET S LAUR
ENTVE, SHEUBRICY AT 7 I VERBLZGATY, REREAL Y OAEE
WM FHEATEE L T,

Brodin-Sartorius 5>’ O TlE, 86 BRI FEZEH 15613 A7 7 3 ik %
ST 72 CEIIERMGER L 0.9 7%, SFIMGHIIRIZ 17.4 4F) BT HAIIIZEIC By
T, SWRMCTYATT I VIHGREE MG L7728 (n = 401, RIGHEHEGN = 1) &
HELTAHE(p = 003) ICEHEFEL TV, 21UE, SEUBICHEEZRBL
78 (n = 35) & RIGERER T O FERICH BED A SNz (p <0.05). BAMIZIE
30 B O AL, SR TG, SmULE TR, REEOHICBWT,
NZNHKI 90%, 70%, 20% T - 7-.

Gahl 513, Y AT T I VIEBRE DTV AT — 2 AEF 100 HlIZOWT,
EUHE L EGTREFM L2, VAT T I VIEEEZT TR WA 20 4E D
FOBETIIHEEDN48% THLHDIIF L, Y AT T I VEHE 20 FL BT
TWLBEFOHTERIZ 0% TholzbiE L TWE. VAT =Y ADEGT 4%
AUETDLLEEZONLERTHLLOD, HEZIRWETHY, 7474 iEHk
2T TR W 20 £ &, HEE T 20 F ORI ERILE TE 2
vy,

RFRR - BZICULEITRER]

1 PubMed(#&F 2017 £ 11 B 7 H) S5REAE : 28K

MBERER  OAYTFIV VAR, VATIYTA V7V Ea—, BETAFITA
KL ¥ o= 31, QERRIIZE, EEUE 7 QL 0FEHRRL), @OZohol
B 7 (O, @LDEBEC).

No. R 1RERIE
#01 | "Cystinosis/drug therapy" [MH] 201

(Cystinosis [TIAB] OR Cystinoses [TIAB] OR Cystine Disease* [TIAB] OR
02 Cystine Storage Disease* [TIAB] OR Cystine Diathes* [TIAB]) AND (therap* 405
[TIAB] OR pharmacotherap* [TIAB] OR chemotherap* [TIAB] OR treatment*

[TIAB])

403 "Cysteamine" [MH] OR "Cystine Depleting Agents" [PA] OR "Cystine Depleting 5971

Agents" [MH]




JY=HNIIZF3~(CQ)

Cysteamine [TIAB] OR Mercaptoethylamine [TIAB] OR Mercamine [TIAB]

#04 | OR Mercaptamine [TIAB] OR Cysteinamine [TIAB] OR Cystagon [TIAB] OR 3,514
Becaptan [TIAB]

#05 | (#1 OR#2) AND (#3 OR #4) 274

406 "Morbidity" [MH] OR "Mortality" [MH] OR "Survival Rate" [MH] OR 1 191.705
"mortality” [SH] OR "Survival Analysis" [MH] T

407 Morbidit* [TIAB] OR Mortalit* [TIAB] OR Survival Rate* [TIAB] OR 207813
survival curve* [TIAB] OR lethality [TIAB] ’

#08 | #5 AND (#6 OR #7) 17

#09 | #8 AND ("Meta-Analysis" [PT] OR "meta-analysis" [TIAB]) 0

#10 | #8 AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0

11 #8 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR 0
(guideline* [TIAB] NOT medline [SB]))

#12 | #8 AND ("Review" [PT] OR (review [TI] NOT medline [SB])) 3

413 #8 AND ("Randomized Controlled Trial" [PT] OR "Randomized Controlled Trials 0

© | asTopic" [MH] OR (random* [TIAB] NOT medline [SB]))
#8 AND ("Clinical Study" [PT] OR "Clinical Studies as Topic" [MH] OR ((clinical

#14 | trial* [TIAB] OR random* [TIAB] OR observational stud* [TIAB]) NOT 0
medline [SB]))

#8 AND ("Epidemiologic Studies" [MH] OR "Epidemiologic Research Design" [MH]

#15 OR "Comparative Study" [PT] OR "Multicenter Study" [PT] OR "Evaluation .
Studies" [PT] OR ((cohort stud* [TIAB] OR comparative stud* [TIAB] OR
multicenter stud* [TIAB] OR evaluation stud* [TIAB]) NOT medline [SB]))

#16 | #15 NOT #12 7

#17 | #8 NOT (#12 OR #16) 7

2 EdSEweb(1@FE2017F 11 H78) BFHR : 251

MEER  OAYTFI) VA, VATFYT A4 v 7L a—,

KDL 0 1, ORFIRIIZE - ZEWTZE 0 1, B2 DAt o> B STHK 2 1F.

LHTAFITA >,

No. RE REBHH

#01 | ¥ AFfE /TH 71
VRAFUREITA or Y AF /=X [TA or Y AF VEIE ITA or ¥ AF VEREE

#02 E s - 63
[TA or B AT VE ITA

#03 | Cysteamine/TH or "Cystine Depleting Agents"/TH 247
Cysteamine/TA or 2/ AT 77 =2/ /TA or Mercaptamine/TA or XV TH =~/ ITA

#04 | or Cystagon/TA or & A% 1>/ /TA or "Cystine Depleting Agent"/TA or 3/ A F /R 360
£ ITA

#05 | (#1or#2) and (#3 or #4) 11

#06 | TR /TH or 5ET"3E /TH or 4173 /TH or £ 947 /TH 154,630

407 TEJRZE /TA or TEEEZE /TA or FETZZR /TA or 4773 /TA or EZDHT /TA or 77 50,059
#R /TA or ZH3EZE /TA or 6374 /TA ’

#08 | #5and (#6 or #7) 2

[35
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36

so | #Band XIFFUZZMH or VAT T A v I LE2—/TH or ZEFIA K 0
A2/ [TH)
#10 |#8and (RD =X 7F UV ZEHARSAY) 0
4 |8 and (XEITFUIRTA or VAT T A v I E2—/TA or A R 0
SA 2/ TA)
#12 | #8and (PT =#35K) 0
#13 | #8and T4 LGSR /TH 0
#14 |#8and (RD =24 LMMELLE R ER) 0
#15 | #8and (S LMELLEEER /TA or IEA{CHERER /TA) 0
#16 | #8 and (BRIAZFIE /TH or BEBIIZ T U1 2/ /TH) 0
#17 |#8and (RD =#T 45 NMEHEEER | LLEZR) 0
#8 and (BZIZT /TA or BFHIIAZE /TA or ERERAAZE /TA or ERIIAZE /TA or %
TR /TA or FEBINSFRIFZE /TA or BIGITIRZE /TA or J7R— NFZE /TA or 1B
17 BIAZE /TA or WIEIFAZT /TA or 7T ATFEE /TA or SRERATAEIETRZS /TA or AR 0
%2 JTA or ZHEERHEEIAZE /TA or /A Ow M TJOY T b /TA or ©ZAFHE /TA
or BRPREER /TA or 25 1 485808 /TA or 55 11 #B5ER /TA or 55 11 AHERER /TA or 28
1v 1B588& /TA or Z O A —/ 5T /TA)

3 The Cochrane Library(#&52 2017 £ 11 B 7 H) 1&5REH : 25K
MR  OCDSR1 (a2 5L ¥ a—), @ CCRCT 1 1 (JLigont e atER) .

No. R TRERIHEL
401 Cystinosis - ti,ab,kw OR Cystinoses : ti,ab,kw OR Cystine Disease* : ti,ab,kw OR 7
Cystine Storage Disease* : ti,ab,kw OR Cystine Diathes* : ti,ab,kw
Cysteamine - ti,ab,kw OR Mercaptoethylamine : ti,ab,kw OR Mercamine : ti,ab,kw
#02 | OR Mercaptamine : ti,ab,kw OR Cysteinamine : ti,ab,kw OR Cystagon : ti,ab,kw 49
OR Becaptan : ti,ab,kw
403 Morbidit* . ti,ab,kw OR Mortalit* . ti,ab,kw OR Survival Rate* . ti,ab,kw OR $9.500
survival curve® | ti,ab,kw OR lethality : ti,ab,kw ’
#04 | #1 AND #2 AND #3 0
#05 | #2 AND #3 2
#06 | #5 CDSR 1
#07 | #5 CCRCT 1




JY=HNIIZF3~(CQ)

CQ4 | YRAFT7ZVORAIF, BERGIVISESBIEFREEESEDN ?

R
BHICVRT7IVORAZRIB UICHZEICIE, BRBERE (B3, BB DEA
EEESED LN TEDHEE 1L, TETVALANILC).

(7% ]

YAF =Y AL, Manz 5P OHKEOIE TR, EEBEOHAIT4REL
DG 2 L7 F = MEO LA %5890, 35 10 i F TITKIE A2 (end stage renal
disease : ESRD) I % % L #is ST 5. /NE ESRD BEHOK 5% % (5%,
FEEMNT L, ESPN/ERA-EDTA L ¥ A b ') — (European Registry for Children on Renal
Replacement Therapy Registry) |2 3 17 % 20 % A il @ /N J& 3% #1651 @ £9 0.9%,
NAPRTCS L ¥ & I ') — (The North American Pediatric Renal Trials and Collaborative
Studies Registry) (2351} A 18 i Al O /NE BT BI O 1.4% (ZHEITE N T WA,
RS /N B RS D 2% (2AH24 >, USRDS2016 (Unite States Renal Data
System2016) 12 & % &, FI9 12 % T ESRD ~HEFT L, 1 FELINIC 67.4% HYE R Al
AT E TV 5,

VATFT I VWIRBRE TSNV AT ) — U ABBEOETFRICET A8
X, TETYALNVOEBCIIRIIIFFICD 2D, B0 ak— MEIZBWw
TEFHAUET B LRI SN TS, Brodin-Sartorius 52" 25k — MNifZE
T, VAT /) =V ALBWE N7z 86 Bl 48 BT A7 7 I UGB AT S 1,
TEHEE GBI S AR (n = 40) & 5D (n = 8) 124717 51172, ESRD
NOFEATI, 5SREMOIGHREDS 13.4 £ 4.8 )%, 5 ML) 9.6 + 2.6 7%
&, RINGHEBAGHE CHEICELE L2 (p <0.05). BUEELALETEHL OO0,
ESRD AT LTV 7212 9.3% (86 I 8 5, Hiolefif 5 21.0 %, #EPH ; 15.2-28.8 %)
DEEE, T_T25 MR (hRflE 15 T AT 7 I ViBEZHBLTY
2. NI T A M TIE, SR OGEREIZ B\ T ESRD ~NOH#ET 2 H
FIZIES 72 (p < 0.0001). Greco 52 DT, HBBAEII %2 2.5 5% A
DGR (n = 11) & 2.5 LR DOGHREE(n = 10) 12501F, 2.5 WK DO EHREE
H VT ESRD ~OHEATDH 2 BIEZ 72072 (p = 0.006). Gahl 5 D% 51
WFZECld, GEBGEEITIE O 22 Tld e was, EEMIM % 8 4K O G HEEE (n
=61) & 8ELL EDEHRE(n = 39) 12471, BRHEOEKRZME L Cnb. 8
EFRM O EF OBEENRIL 11.0 £ 32 M E FBHNIEA L7245, 8EL LoEHE
B 14.8 £ 4.6 % L EADSRIE L 72

Dbk X1z, BV ATT I YolRBZRGLEEICE, Y AF /-2
ADEFHEUESE, BRBEEOE AR Z BT S8 5 WEEERD 5.

g%
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SYZANIIRF 3~ (CQ)

[BRR - BZICUEIREN]
1 PubMed(#F 2017 FE 11 B7H) SREE : 28K

BBEER  OAYTFI VA, YAFITA I L a— BETA KA,
HRL B o — 25 1, @ERRIEFZE 11 1 (O L 0EHEER ), OFEF%E 19 1@,

@LDFEHEL).
No. 1RERT TSR
#01 | "Cystinosis/drug therapy" [MH] 201

(Cystinosis [TIAB] OR Cystinoses [TIAB] OR Cystine Disease* [TIAB] OR
#02 Cystine Storage Disease* [TIAB] OR Cystine Diathes* [TIAB]) AND (therap* 405
[TIAB] OR pharmacotherap* [TIAB] OR chemotherap* [TIAB] OR treatment*

[TIAB])

403 "Cysteamine” [MH] OR "Cystine Depleting Agents" [PA] OR "Cystine Depleting 5971
Agents" [MH] ’

Cysteamine [TIAB] OR Mercaptoethylamine [TIAB] OR Mercamine [TIAB]
#04 | OR Mercaptamine [TIAB] OR Cysteinamine [TIAB] OR Cystagon [TIAB] OR 3,514
Becaptan [TIAB]

#05 | (#1 OR#2) AND (#3 OR #4) 274

406 "Renal Dialysis" [MH] OR "Kidney Transplantation" [MH] OR "Renal Insufficiency" 454631
[MH] OR "Kidney Function Tests" [MH] OR "Kidney/physiology" [MH] ’

Dialysis [TIAB] OR Dialyses [TIAB] OR Hemodialysis [TIAB] OR Hemodialyses
07 [TIAB] OR Transplantation®* [TIAB] OR Renal Insufficienc* [TIAB] OR Kidney S71.640
Insufficienc* [TIAB] OR Kidney Failure* [TIAB] OR Renal Failure* [TIAB] OR ’

Kidney Function* [TIAB] OR Renal Function* [TIAB]

#08 | #5AND (#6 OR #7) 116
#09 | #8 AND ("Meta-Analysis" [PT] OR "meta-analysis" [TIAB]) 0
#10 | #8 AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0

411 #8 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR .
(guideline* [TIAB] NOT medline [SB]))

#12 | #8 AND ("Review" [PT] OR (review [TI] NOT medline [SB])) 25

#13 | #11 OR #12 25

414 #8 AND ("Randomized Controlled Trial" [PT] OR "Randomized Controlled Trials 5
as Topic" [MH] OR (random* [TIAB] NOT medline [SB]))

#8 AND ("Clinical Study" [PT] OR "Clinical Studies as Topic" [MH] OR ((clinical

#15 | trial* [TIAB] OR random* [TIAB] OR observational stud* [TIAB]) NOT 11
medline [SB]))
#16 | (#14 OR #15) NOT #13 11

#8 AND ("Epidemiologic Studies" [MH] OR "Epidemiologic Research Design" [MH]
417 OR "Comparative Study" [PT] OR "Multicenter Study" [PT] OR "Evaluation 26
Studies" [PT] OR ((cohort stud* [TIAB] OR comparative stud* [TIAB] OR

multicenter stud* [TIAB] OR evaluation stud* [TIAB]) NOT medline [SB]))

#18 | #17NOT (#13 OR #16) 19

2 EiEweb(BR2017F 11 A7H) WHXRER : 25K
WMEERE  OAFYTFIVA, VATITA v L a—, BEHTA R4,

38



AL 0 1, OERRITFZE

JY=HNIIZF3~(CQ)

AR 1, @2 DB SCHE 3 1 (@ & D EHER

<).

No. R RERME

#01 | Y AFIE /TH 71
JAFREITA or YV AF /) — X TA or V AFVBEIE ITA or ¥ AF 2V EBIEAE

#02 . 63
ITA or B AF VIE ITA

#03 | Cysteamine/TH or "Cystine Depleting Agents"/TH 247
Cysteamine/TA or /AT 77 =2/ /TA or Mercaptamine/TA or X)JUATH =2/ /TA

#04 | or Cystagon/TA or 2% 1>/ /TA or "Cystine Depleting Agent"/TA or > X F >/FR 360
& ITA

#05 | (#1 or #2) and (#3 or #4) 11

#06 | [RBEMT /TH or BIEHSHE /TH or BHLEEFSE /TH or BHEREIRE /TH 253,096
BT /TA or BIEFZHE /TA or BFEHE /TA or BREEE /TA or BANE /TA or BliE#EE

#07 . 227,620
ITA or BfffEE /TA

#08 | #5and (#6 or #7) 4

400 #8and (AFT7FUI A MHor VATYT 4w ILE 31— /TH or 2EHA R 0
A/ [TH)

#10 |#8and (RD =X F7FUI R Z2EHARSAY) 0

411 #and (XFFPFUIRXMA or VAT T 4w I ULE 21— /TA or 52EHA R 0
A2/ ITA)

#12 | #8and (PT =#85%) 0

#13 | #8 and T4 LMEEEEEER /TH 0

#14 |#8and (RD =54 MBI ER) 0

#15 | #8and (S LMELLEEER /TA or IEA{LHLERER /TA) 0

#16 | #8 and (BRIAZUFIE /TH or BEHIHZR T 1>/ /TH) 1

#17 |#8and (RD =#T 4 LB ER | LEEIAZR) 0
#8 and (FBFHZT /TA or B BIIAZE /TA or ERERAAZT /TA or HERIRZS /TA or
BETHZE /TA or FEBIFIFRIAZE /TA or BIEIEIAZE /TA or J7R— NFZE /TA or 1B

18 BIBAZE /TA or WTEIFRZS /TA or 7T ABRZE /TA or SRIRAIAEMERRZS /TA or WAERHT .
%2 ITA or ZHEsRHLEIINZE /TA or /A 0w M JOJ T b /TA or ©ZAFE /TA
or FRIRELER /TA or 25 1 #HEBR /TA or 25 11 #B5{ER /TA or 25 11 FHEHER /TA or 5
IV ABER /TA or 7 O A —/\—HZT /TA)

#19 | #16 or #18 1

#20 | #8 not #19 3

3 The Cochrane Library (8% 2017 £ 11 B 7 H) 1258 : 251K
BFERER - OCDSROF (27 7 v L Ea—), @ CCRCT 6 4 (Jhizsnt FEaAER).

No. RZRT R
401 Cystinosis - ti,ab,kw OR Cystinoses : ti,ab,kw OR Cystine Disease* : ti,ab,kw OR 67
Cystine Storage Disease* : ti,ab,kw OR Cystine Diathes* : ti,ab,kw
Cysteamine - ti,ab,kw OR Mercaptoethylamine : ti,ab,kw OR Mercamine - ti,ab,kw
#02 | OR Mercaptamine : ti,ab,kw OR Cysteinamine : ti,ab,kw OR Cystagon : ti,ab,kw 10,187

OR Becaptan ' ti,ab,kw

[ 39
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Dialysis * ti,ab,kw OR Dialyses : ti,ab,kw OR Hemodialysis : ti,ab,kw OR
403 Hemodialyses - ti,ab,kw OR Transplantation* : ti,ab,kw OR Renal Insufficienc* : 51931
ti,ab,kw OR Kidney Insufficienc* : ti,ab,kw OR Kidney Failure* : ti,ab,kw OR Renal ’
Failure* : ti,ab,kw OR Kidney Function* : ti,ab,kw OR Renal Function* : ti,ab,kw
#04 | #1 AND #2 AND #3 7
#05 | #4 CDSR 0
#06 | #4 CCRCT 6




JY=HNIIZF3~(CQ)

CQ 5 | YAF7ZVORAIZ, PRIFEEE TEORERE TICED ?
s
YAFTIVORMAZ, BRREHKAERE TEORERAE TS, REFREBTESE

5. BERBRIEENEVGE, BEREEEEE MEOREXRDE M PREFIDELICH
HCTHDAEEL, ITETYAUANC).

}: .-

VAT =Y ADOEWEED 1 D TH Z FIRREEIKTIEIX, A7 7 I Y iH#
FATDAVIEIE, 5~ 10 L BRI RET 2" (BQ2BIR). HHkMR
B TROBIO, 745 71E L F 0% > VTt E o TV B E L
VAFT I VIR X A ESEOKREICIE, AT T I VIR ERRHIZBITA
FERERRPIEREE R & FEEIC L7, Kimonis X 12X B L, Y AT T I VIBEEG
G K BRI S AT > T RIS TR O SE A RET L2k 25, v R
77 2 VIRARGERAR < BN L T BETIAER MR > 72, Gahl
5% VAT T I VIR A BT o TWABETIE, AL L CH
IR BB E D FAEHR AR A2 - 72 & Hi LT\ A, Brodin-Sartorius 5271, ¥
AT 7 I VIRABNG S MR, SmLLL, SRIBEEEICOT T, TR RIS T
DFFER L BEFREMRAT L72L 25, Y AT 7 I Y RIRA L7z 2 B AKiGHE
LB L RIS L7, F 77, 5 BRI IR SR DRI L 7.
Wby, BRBEEE AR IE Y, BRI RO RREROE TR, %
SEAE M SEHE S8 5 THENED D B

1 Gahl 5 D5
Gahl 5%, KE1 Rz OBEEEM S 2F ) — 2 2 EH 100 BloFHH I K

KB, MR, IA8F—, MiREA S, HIRIRASEEIC T RE, MR 4 (B

HEOR)HEOEHESCHE (FREMAE) 222DV, VAT T I VIRAOEE

AR & 2 SERERE OHER L2 D W THRGRT L 72,

c VAF ) = ABBE DR T IR R T AE 75% (75/100 1) .

o IR AS 8 SEATH OB CHIFEAHYIEE 61 B, “FI9ERL 264 £ 6.0 7%, T
BN 2.0 £ 2.4 4, “PIRGEMMIL 244 £ 594), 8ELL LOREQE
FE IR 30 B, THERIL 25.8 £ 7.3 5%, GBI 151 £ 544,
WRGEIIENL 107 £ 101 ) 12500 CHIRBME BB TEA M L7z & 25,
FHDRBRAR BB AT RE O ZHE SR I XA B Y6 R C U 87% (53/61 191), #biG#HEC
(& 56% (22/39 B) & i EIHE TR A 5 72,

HIRBAE R THE D FERESRIE, Y A7 7 X VIRHEYTH 5 LA L 72,

[ 41
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2 Brodin-Sartorius 5" D&5t

Brodin-Sartorius 57 1%, 7 F ¥ A 2 Mgk OBEER S A F ) — 2 A B 86 B
DEWIMI L S, BERAE, MEHEE (I 4857 —, WTREELZ &), FUIRR
R TEFOGIHERHE (BREAE) 2%, VAT 7 3 VIR OBGRE]

(2 & B EERESREE, SRS A 3 B QR BALG 5 ORI, WGBS R DL LR,

EERRIGEE) ST TRE L. $72, 7504 —mz#EH LT %

FEDHERE & 272,

VAT — v A 86 BIDKEBIL, PR 26.7 % (B 44 %, 42 4), I
WRIEAS 12 B, WTEEOFIER L 22 5, REDO 7+ 0 —7 v THEHIL 267
LTO0MThHorz. I5FANTVATTIVERALTBY, BEERIZTFE 9.9
ik, FEMRAEIIZ 174 £ CTh o7z, FIRBBEREIC TR 62 #1(72.1%) TH >
7.

GHEBHIR 5 ARTGRE O R © 52.5% (21/40 B1), FSIEFH#G 13.5 £ 4.7 7%
EIRBAG S UL EBE ORISR © 73.3% (1115 ), FSAESEWS 17.9 + 7.3 7%
- BHHEFSE T CRIGEHORE 1 96.8% (30/31 1), FSIELERE 11.7 £ 5.9 5%

o FURBRBEBRAK T RE D FEMESUL, IG5 MR HE & G4 5 s U BRI,
FIEIE L B L ¢, FHHIZWA L7

o FUIRBS PR BRI T AE D FEREF L, GHFIIA 5 e ARmAE T RIGHREE & L C
B o7z, HERMG S L LT CIERIGERE L WL CEP R o 72

AT T XV ORAITHIRBA R T 2 & O A IHEDSSERA 2 2 54, It
TRrWHE L, VATT7 I VIR, DNEMOZR X REWEENCEBL, £
FEIZh7zo Tk T 5 RETH 5.

[(BRFRR - 8Z(CUEZRERN]
1 PubMed(#8ZFE 2017 F 11 B7H) #S3RER : 251K
MFERER OAFTFV VA, VATITA v I L a—, BRI K1,
TRV ¥ — 4k, QRERIRITZE, JEFIE S 4 (QL 0EHEEREL), OZFDMmoH
HIHR 6 (D, @& DEBEREL).
No. E e R
#01 | "Cystinosis/drug therapy" [MH] 201

(Cystinosis [TIAB] OR Cystinoses [TIAB] OR Cystine Disease* [TIAB] OR
400 Cystine Storage Disease* [TIAB] OR Cystine Diathes* [TIAB]) AND (therap* 405
[TIAB] OR pharmacotherap* [TIAB] OR chemotherap* [TIAB] OR treatment*

[TIAB])

"Cysteamine" [MH] OR "Cystine Depleting Agents" [PA] OR "Cystine Depleting

#03
Agents" [MH]

2,971

Cysteamine [TIAB] OR Mercaptoethylamine [TIAB] OR Mercamine [TIAB]
#04 | OR Mercaptamine [TIAB] OR Cysteinamine [TIAB] OR Cystagon [TIAB] OR 3,514
Becaptan [TIAB]




JUZANIIZF3(CQ)

#05 | (#1 OR#2) AND (#3 OR #4) 274

406 "Thyroid Function Tests" [MH] OR "Thyroid Gland/physiology" [MH] OR 60481
"Hypothyroidism" [MH] ’

#07 | Thyroid Function* [TIAB] OR Hypothyroidism* [TIAB] 39,362

#08 | #5 AND (#6 OR #7) 15

#09 | #8 AND ("Meta-Analysis" [PT] OR "meta-analysis" [TIAB]) 0

#10 | #8 AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0

#11 #38 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR 0
(guideline* [TIAB] NOT medline [SB]))

#12 | #3 AND ("Review" [PT] OR (review [TI] NOT medline [SB])) 4

#13 #8 AND ("Randomized Controlled Trial" [PT] OR "Randomized Controlled Trials 0
as Topic" [MH] OR (random* [TIAB] NOT medline [SB]))

#8 AND ("Clinical Study" [PT] OR "Clinical Studies as Topic" [MH] OR ((clinical

#14 | trial* [TIAB] OR random* [TIAB] OR observational stud* [TIAB]) NOT 1
medline [SB]))

#8 AND ("Epidemiologic Studies" [MH] OR "Epidemiologic Research Design" [MH]

#15 OR "Comparative Study" [PT] OR "Multicenter Study" [PT] OR "Evaluation 6
Studies" [PT] OR ((cohort stud* [TIAB] OR comparative stud* [TIAB] OR
multicenter stud* [TIAB] OR evaluation stud* [TIAB]) NOT medline [SB]))

#16 | (#14 OR #15) NOT #12 5

#17 | #8NOT (#12 OR #16) 6

2 ERsEWwWeb(#BFE2017F 11 H78) BERER 251K

BBRER  OAYTF) VA, VATFITA v 7L 2—,

Ml 0 fF, OBRRIITE - E2EIETE 0 1, @ D fthod B STHR 0 7.

3 The Cochrane Library (1832 2017 £ 11 B 7 H) ##&RHIHE : £
M O CDSRO (a2 5 v L ¥ a—), (2 CCRCT O 1 (Jhigont i itER) .

TRITANTA >,

[ 43



SYZANIIRF 3~ (CQ)

CQ6

YATFTT7IVORARK, EiERE, BNETOEECHEZD ?

HER

BERBIFENREVNZE, BiEf HHE B LU FNESFRIEXRDE MR FLL
DIEECHER CHD HREE L1, TEFT VAU C).

44

(& )

VAF ) =V ATIHBEREEOERE LT, HRANO Y AF 2oLy,
24 ~ 50% D EFH TN I A /8F — % ET 5% mHEMOETIEDH
EEHIET 251 &RIT. $72, 60% OBE A TIERREEIC X T K
HEPEAREEL X29Y. V2AF ) =Y AOHIMETISH LTI AT 7 I 0%l
RAEBGT L7227 2 A LV OEWITRIEIFFE I DS, O % BT
RTYATT IV ORMBBENABL L CEHHGICEY, HHETOFICRhE
I DT EHRENT WS, Brodin-Sartorius 52V D FHIIIZETIX, SHET
WY AT T IV ERIGT 5 L MREMEROSIEDA ZIZYEE L, 2.5 A ChH
B L7261 CLlAMBFEIR DS I RRO B o7z, LIzho> T, VAT T I vk
B, MK T OIEREZ T S, SUEFERZ ZIE SN H 5.

Brodin-Sartorius 5 2%, 75 ¥ 2D 2 fiFIZB VT, 1961 ~ 1995 4|2 A F
J =y A LB &N 86 BlO N EE CPEF - 26.7 5%, “TIiG# MG AT 9.9
e, PIEBEIN 174 4, 7 u—7 v THIM 24.6 4£) 1281 SRS
®ED I APHEDSIERE % T L7z, 86 FIOMRER 15 FISY AT T I ViGH
T 2T Tz, 86 Bl 32 B (37.2%) 25 P39 4F i 23.3 + 6.3 sk (WM IRfE 1 25.9, #i
;7.0-35.4) THUEEAG BB B R Z P & Vo ZZMEER D &) 2 BIEL TB
D, TOHH I FINF — 1322 51(68.8%), W FREEIL 17 61(53.1%) TH - 7-.
IFNRNF—DITAT) T, FEOBNMBGOHEREDLHEL L7z, 5wk
TYATT I VIBH % FIG L 72RO B O S RIT 40 B 6 61 (15%, F
W FEREF I 17.8 £ 5.25%), S LABE TR Z B4 L 728 Tk 28 Bl H 15 4
(53.6%, “FIIFIEMFHG L 26.6 = 5.4 75%), KGHFEHTIX 18 BI% 11 61(61.1%, F
YSEREAE IR L 21.9 £ 557%) Th o /2. (GBS AR TIE, S THE
W BAG L 7- B K OVRIGHTEE & L L CHERR B 70 B8, B X OSIESE
BEABIRD o 72 SRDIETIHE L R L2 & RIGHEFR CHE R 213 %
WA

RFRR - BZICUEITRER]
1 PubMed(#BFR 2017 11 B7H) #BRHHE : 25K

BMBERER OAFTFNV VA, VATITA I L a—, BT K1,
SCHRL Y a— 41, @ERRATZE, EEMZE 74 (OL 0\, @ZF0ho
HCHL 8 (D, @& DEMEL).



JY=HNIIZF3~(CQ)

No. 1RRIL TRERHE

#01 | "Cystinosis/drug therapy" [MH] 201
(Cystinosis [TIAB] OR Cystinoses [TIAB] OR Cystine Disease* [TIAB] OR

00 Cystine Storage Disease* [TIAB] OR Cystine Diathes* [TIAB]) AND (therap* 105
[TIAB] OR pharmacotherap* [TIAB] OR chemotherap* [TIAB] OR treatment*

[TIAB])

403 "Cysteamine” [MH] OR "Cystine Depleting Agents" [PA] OR "Cystine Depleting 2071
Agents" [MH] ’
Cysteamine [TIAB] OR Mercaptoethylamine [TIAB] OR Mercamine [TIAB]

#04 | OR Mercaptamine [TIAB] OR Cysteinamine [TIAB] OR Cystagon [TIAB] OR 3,514
Becaptan [TIAB]

#05 | (#1 OR#2) AND (#3 OR #4) 274
"Neuromuscular Diseases” [MH] OR "Muscular Atrophy" [MH] OR "Deglutition

#06 . . 337,800
Disorders" [MH] OR "Deglutition" [MH]

Myopath* [TIAB] OR Neuromuscular Disease* [TIAB] OR Muscular Disease*
[TIAB] OR Muscle Disorder* [TIAB] OR Muscular Atroph* [TIAB] OR

#07 | Sarcopenia* [TIAB] OR Deglutition Disorder* [TIAB] OR Dysphagia* [TIAB] 79,017
OR Swallowing Disorder* [TIAB] OR Swallowing Difficult* [TIAB] OR
Deglutition* [TIAB] OR Swallowing* [TIAB]

#08 | #5 AND (#6 OR #7) 19

#09 | #8 AND ("Meta-Analysis" [PT] OR "meta-analysis" [TIAB]) 0

#10 | #8 AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0

11 #8 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR 0
(guideline* [TIAB] NOT medline [SB]))

#12 | #8 AND ("Review" [PT] OR (review [TI] NOT medline [SB])) 4

413 #8 AND ("Randomized Controlled Trial" [PT] OR "Randomized Controlled Trials 0
as Topic" [MH] OR (random* [TIAB] NOT medline [SB]))

#8 AND ("Clinical Study" [PT] OR "Clinical Studies as Topic" [MH] OR ((clinical

#14 | trial* [TIAB] OR random* [TIAB] OR observational stud* [TIAB]) NOT 1
medline [SB]))

#8 AND ("Epidemiologic Studies" [MH] OR "Epidemiologic Research Design" [MH]

15 OR "Comparative Study" [PT] OR "Multicenter Study" [PT] OR "Evaluation 6
Studies" [PT] OR ((cohort stud* [TIAB] OR comparative stud* [TIAB] OR
multicenter stud* [TIAB] OR evaluation stud* [TIAB]) NOT medline [SB]))

#16 | (#14 OR #15) NOT #12 7

#17 | #8 NOT (#12 OR #16) 8

2 EdRiEweb(#@F2017FE 11 H70) 25 251K

MEER  OAYTF) VA, VATYT A4 v 7L a—,

A0 1, ORRIRIEZE - ZEWZE 0 1, @ DAL B STHR 1 11

BWITANTA >,

No. R TRERMEE
#01 | Y AFVIE /TH 71
00 VRAFUREITA or Y AF /) — A [TA or VY ATF VEIE ITA or V ATF 2V EREAE 63

ITA or B4 AF VIE ITA

[ 45
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#03 | Cysteamine/TH or "Cystine Depleting Agents"/TH 247
Cysteamine/TA or </ AT 77 =2/ /TA or Mercaptamine/TA or XU 75 =2/ /TA
#04 | or Cystagon/TA or 2% 1>/ /TA or "Cystine Depleting Agent"/TA or > A F >/FR 360
= ITA
#05 | (#1 or#2) and (#3 or #4) 11
#06 | fRIRERRRR /TH or BAZHRIE /TH or B NEE /TH or Bk ~ /TH 228,385
FhYRER /TA or FHFEZE /TA or FiZHE /TA or B NFEZE /TA or 171K N /TA or =4
#07 . NN 54,058
JCF— /TA or B FHEEE /TA
#08 | #5and (#6 or #7) 1
40 #8and (AFFPFUI A MHor YVATIT A wILE 21— /TH or 2EHA R 0
A~ ITH)
#10 |#8and (RD =XFT7FUI R 2ENARSA2) 0
11 #8and (XY FPFUIAIMTA or YATYT 4w I UE 21— /TA or 52HA R 0
ZAITA)
#12 | #8and (PT =#35%) 0
#13 | #8 and T4 LMEHEGEER /TH 0
#14 |[#8and (RD =54 LLHLEE ER) 0
#15 | #8and (T4 LMELLEEIER /TA or BIEALLLESGLER /TA) 0
#16 | #8 and (BRIAZHFIE /TH or BFRIZ T 1 >/ /TH) 0
#17 |#8and (RD =#5 4 L{LHLEEER , LLEIFZT) 0
#8 and (BT /TA or BERITAZT /TA or BREXIFZT /TA or FiEEIHHZT /TA or
AT /TA or IEBINTFRIFZE /TA or BIGITIAZE /TA or J7R— NFZE /TA or 1B
417 TFFZS /TA or BREITAZS /TA or 77T AIAZT /TA or SEIRETAEIAARZT /TA or WA RHFF 0
%2 /TA or ZHEERHEEIIZE /TA or /A Ow b TOY T b /TA or EZAFE /TA
or BRARELER /TA or 25 1485058 /TA or 25 11 AB505R /TA or 25 11 AHEER /TA or 28
1V B588% /TA or 7 O A —/\—H13T /TA)

3 The Cochrane Library (8% 2017 £ 11 B 7 H) R : 251
s D CDSROME (2275 v L ¥ a—), @ CCRCT 0 1 (MLl i atEs) .




JY=HNIIZF3~(CQ)

cQ7

YATTPIVORAR, MEEETEORERETICHEND ?

1

HESR

VAT T ZUORMAIE, R NMEORERZER T SHE, REFREZELESES.
SBERBIFENEVE E MR MEORERDE N PREFHDEILEICEN THD
(HEE1, TETVAURNILC).

)::3 ]

AT — T ABE ORI, EE LB L TH 90 D v AT v hERK
LT 7™, iR T & MO ETICIIMEES 5 2 L2, ¥
AT — T ZABEIBIT DR E, MEROER L V) XD, T
WG ORBEEIGER T2 EZ 2 5NTWwaEY . ¥ AF ) — 3 ZABEOMBERE T 5
W LTY AT 7 2 O EERE LRIEIERICIRONTEBY, 1 20#%)
MARFZEIC X ), iR TR Y A7 7 3 Y REEHZEWVIZ ERERB X
CEIEEIML, Y A7 7 I VEENEPEN TS 213 ERIEREIWAT 5 2
EDVRENTW S,

Gahl 513, KRED 1 fif%IZ BT, MlRERAE % HifT L 72 69% (53/77 1) 7%
SRR EZ R L T2 e WG LT b, BitgEREDBI 2 54 71 714,
it e A [ G i & (FVe), | B A& (FEV,), i & (TLC)
B L O —mAb ik L EEE (DLeo) I 25 FHMED 80% LT CTh 25L& Lz, &
AT T XV ARGHIEAY 10 4F K0 (21 B1) TIEK 30%, 11 ~ 20 4 (18 f) TIXHY
70%, 21 ~ 30 4 (28 B) TIE#Y 85%, 31 ~ 40 4E (10 B) TIZHY 90% HSHili & FEAS
EEBEL TV —F, YATFT I VEBEBEM D10 4F K553 6) T
80%, 11 ~ 20 4F (20 B) TIZH 45%, 21 ~ 30 4 (4 B) TIIHI 2% TH - 7-.

L7225 T, Y A7 73 VAL, HEIESENTS 213 EHikEER 203
FEEZ NN S, FHEFIZ BIE S WERRENH 5.

..E-Iél;

BRFHX - SEICLEITREN]

1 PubMed(#F 2017 FE 11 H7H) #%REH : 281K

WMBERER  OAYTFIVAR, YAFITFA v 7L a— BEITAFTAL
WAL Yo — 1, QERRIIZE, EEE 2 (DL 0EHEE ), @ZF 0o
HICHE S (O, @L 0FEMEREL).

No. EEs BRI
#01 | "Cystinosis/drug therapy" [MH] 201

(Cystinosis [TIAB] OR Cystinoses [TIAB] OR Cystine Disease* [TIAB] OR
Cystine Storage Disease* [TIAB] OR Cystine Diathes* [TIAB]) AND (therap*

#02 405
[TIAB] OR pharmacotherap* [TIAB] OR chemotherap* [TIAB] OR treatment*
[TIAB])

403 "Cysteamine” [MH] OR "Cystine Depleting Agents" [PA] OR "Cystine Depleting 2071

Agents" [MH]
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Cysteamine [TIAB] OR Mercaptoethylamine [TIAB] OR Mercamine [TIAB]
#04 | OR Mercaptamine [TIAB] OR Cysteinamine [TIAB] OR Cystagon [TIAB] OR 3,514
Becaptan [TIAB]

#05 | (#1 OR#2) AND (#3 OR #4) 274

406 "Lung/physiology" [MH] OR "Respiratory Function Tests" [MH] OR "Respiration 441594
Disorders" [MH] OR "Oximetry" [MH] ’

Respiratory* [TIAB] OR Lung [TIAB] OR Pulmonary [TIAB] OR Dyspnea* [TIAB]
07 OR Vital Capacit* [ TIAB] OR Forced Expiratory Volume* [TIAB] OR FVC [TIAB] L187.024
OR oxygen concentration* [TIAB] OR carbon dioxide concentration* [TIAB] OR | =~

Oximetr* [ TIAB]

#08 | #5AND (#6 OR #7) 8

#09 | #8 AND ("Meta-Analysis" [PT] OR "meta-analysis" [TIAB]) 0

#10 | #8 AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0

“11 #8 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR 0
(guideline* [TIAB] NOT medline [SB]))

#12 | #8 AND ("Review" [PT] OR (review [TI] NOT medline [SB])) 1

413 #8 AND ("Randomized Controlled Trial" [PT] OR "Randomized Controlled Trials 0
as Topic" [MH] OR (random* [TIAB] NOT medline [SB]))

#8 AND ("Clinical Study" [PT] OR "Clinical Studies as Topic" [MH] OR ((clinical
#14 | trial* [TIAB] OR random* [TIAB] OR observational stud* [TIAB]) NOT 0
medline [SB]))

#8 AND ("Epidemiologic Studies" [MH] OR "Epidemiologic Research Design" [MH]
415 OR "Comparative Study" [PT] OR "Multicenter Study" [PT] OR "Evaluation 3
Studies" [PT] OR ((cohort stud* [TIAB] OR comparative stud* [TIAB] OR

multicenter stud* [TIAB] OR evaluation stud* [TIAB]) NOT medline [SB]))

#16 | #15 NOT #12 2

#17 | #8 NOT (#12 OR #16) 5

2 EREWweb(BF207F 11 H78) BFHR 2561
MR  OAYTFY)V VA, VATFRTA v L a—, BWHIA VT4 >,
S0, QBRRIFZE - EFTE 0 1, ©F o ftiod B ESCHE 4 174

No. R TRERIHE

#01 | Y AFYE /TH 71
DRAFUEITA or Y AF /— X TA or Y AF VERE ITA or  AF VEREIE

#02 o 63
ITA or B2 AF VIE ITA

#03 | Cysteamine/TH or "Cystine Depleting Agents"/TH 247
Cysteamine/TA or > A7 77 =2/ /TA or Mercaptamine/TA or XU TH =2/ ITA

#04 | or Cystagon/TA or 2% 1>/ /TA or "Cystine Depleting Agent"/TA or > A F >/FR 360
= ITA

#05 | (#lor#2) and (#3 or#4) 11

#06 | Fifi /TH or MFIRHEEEIRE /TH or IFIRFEE /TH or BRRAIFELAIE /TH 172,511

407 fili /TA or IR /TA or BRZREZFIE /TA or ) YVAAF X—% ITA or ) UV AZF 616,885
A DU ITA or BEZRIRE /TA or BEZRAITE /TA or —BALRFRIRE /TA ’

#08 | #5and (#6 or #7) 0
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#09 | (#3or#4) and (#6 or #7) 4
4o | and (XEFFUVAMHor VAT T 4 v I EA— TH or Z2FAA R 0
A/ ITH)
#11 | #9and (RD =XF7F UV B2HEHARSAY) 0
412 #9and (AT FTUIVRMA or VATIT A VI UE 21— /TA or 2B/A R 0
A/ [TA)
#13 | #9and (PT =#45%) 0
#14 | #9 and 5 V4 LMELCEEER /TH 0
#15 | #9and (RD =T /4 LMELLEGRER) 0
#16 | #9and (5% LMELEGER /TA or H{ER(CHLESER /TA) 0
#17 | #9 and (BFIRZAFIE /TH or BEMIAZR T T4 >/ /TH) 0
#18 | #9and (RD =#5 % NMELLEEER | LLEHZR) 0
#9 and (BFHRTT /TA or BRI /TA or £RERIAE /TA or HERTIFZE /TA or %
EIETEE /TA or SEBIFI BRI ZE /TA or BIBIEIZ /TA or J7h— ML /TA or &
410 BIFEFF5T /TA or BRTEIFRZS /TA or T ATZE /TA or SRIRATAEMEIZT /TA or WAETHA 0

% ITA or ZHERHLEIINZE /TA or A 0w M TJOY T b /TA or ©ZAFE /TA
or FRPRE1ER /TA or 5 1 1HEER /TA or 55 11 ABELEE /TA or 55 I AHELEE /TA or 558
IV HHERER /TA or 7 O A —/\—H%% /TA)

3 The Cochrane Library (8% 2017 £ 11 B 7 H) R : 25K
FeZiEs c OCDSROME (T2 5 L ¥ a—), @ CCRCT 3 /4 (Mt R akER) .

No. RET R

#01 Cystinosis - ti,ab,kw OR Cystinoses : ti,ab,kw OR Cystine Disease* : ti,ab,kw OR 67
Cystine Storage Disease* : ti,ab,kw OR Cystine Diathes* : ti,ab,kw
Cysteamine - ti,ab,kw OR Mercaptoethylamine : ti,abkw OR Mercamine : ti,ab,kw

#02 | OR Mercaptamine : ti,ab,kw OR Cysteinamine : ti,ab,kw OR Cystagon : ti,ab,kw 49
OR Becaptan : ti,ab,kw
Respiratory*  ti,ab,kw OR Lung : ti,ab,kw OR Pulmonary : ti,abkw OR Dyspnea* :

#03 ti,ab,kw OR Vital Capacit* : ti,ab,kw OR Forced Expiratory Volume* : ti,ab,kw OR 101818
FVC ! ti,ab,kw OR oxygen concentration* : ti,ab,kw OR carbon dioxide concentration* : ’
ti,ab,kw OR Oximetr* . ti,ab,kw

#04 | #1 AND #2 AND #3 0

#05 | #2 AND #3 3

#06 | #5 CDSR 0

#07 | #5 CCRCT 3
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cas8

YATPIVORAR, HERROFEERETICEMD ?

HER

VAT TZVDORAIE, HERAROFEXREE ST, AERAREARVEE, &
FRIRDFEXRE NCHE THDHEE 1, TET VAN C).

50

(2  5X]

BEBMNEIREIC AT U ERTHILIILY), Y AF /- ABED
24 ~ 56% DHER & FAET 500 K512, BB 1044B X015 £%I1C
FNEN25%, 471% DA ¥ A1) VikEEZTTWAEY . —F, Y AF ) —v AL
NOBEETIE, BRMEBEOERFFIERIE 1% BETH 5.

VATT I UUEWEIC X D HEIRIESSIE Z B9 A R AL i E ER (randomized
controlled trial ; RCT) IZfFFE L 2\ 4%, 2 DO B FHMIIZEIC B T, HERL
BRI N EHEIRIF D SEEIME T 5 Z EATREN TS, T H DI
BIFBMERFZW O 74 7)) TIE, AV A) VIEEEIT>TWAETHS.

Brodin-Sartorius 521%, 75 Y AD 2HEHIZB VT, YAF /) —T A LB
N7z 86 BIOBNER CFIgFE 26.7 5%, “TFINGHEFIGTEN 9.9 5%, “TIGHNIH
174 4F, P37 x 0 —7 v THIH 24.6 4£) 12 BT BHERIE = & O 726 0HE O 5 E
AN L 72, 55.8% A3 4E G 16.8 ik (hULfil ; 15.3, #iPA 5 1.1-43.6) THEIR
WRESBIELTBY, 16.7% (TERBHE 1 EDNICHEIRBE REL 72 5 RARMT
VATT I VIGEEMG LR, SHUBTY AT T I VIBEERG LIS, B
L ORGHFEREOREIRIGFIER L, TNEN27.5%(11/40 B1), 64.5% (11/17 B1),
BLU89.T%(26/29 ) Td o 72, RIGHFEIZIAT, 5K IGHE 2 AT
B & BEE T RIRISEZR DML T L (p < 0.001), 5 MUBEICEHLE L 2BIcB W T
B (p = 0.049) ITHERIRSSIER DT L7z, —04, HERIR % 380E L 72 P46
IEBRICHEBE R Z IR0 7 25 AWM T AT T I VIHGEEZHGA L7256
[SE34ERG 21.4 3 (R ULl 5 209, #EPH ; 15.7-27.2) WS L Tid, #ERBEZ &4 A
PHIE % FSHE L TV o 72,

Gahl 5 DKE D 1 i IZ BT 5 Y A F ) — ¥ 2 HF 100 6] CEE4E# 26.2
i, BEPH  18-45) DB FROIIZETIE, Y AT T I VIHREEBIA L T 10 £ R
DFERIFIAEZNL 28% TH L DAL, 20 FELLEHEFE L T 5 5 FIOISIERIL
0% Tdro72. 10 F LI E 20 4R O FEIERIIA) 15% THAHZ En b, GHRYIH
HIEEINT 2 129 o THEIRIHFSAERAME T L T\ /e

Dbo X5z, Y2773 oML, HREBGRHE C, EREITE RV
3L, BRFIERZET 5.

(%R - sZICUEZRER]
1 PubMed(#%ZE 2017 E 11 B 7H) RZEHE : 281
WBFER DAY TFY)V VA, VAT T A v 7L a—, AL T4 >,



SCHRL € o — 41, QERIRITZE, P28 4 R (O 0FERRR ), @2 Dol

JY=HNIIZF3~(CQ)

K 2 1R (D, @L DEHERC).

No. 10 TRERHE

#01 | "Cystinosis/drug therapy" [MH] 201
(Cystinosis [TIAB] OR Cystinoses [TIAB] OR Cystine Disease* [TIAB] OR

400 Cystine Storage Disease* [TIAB] OR Cystine Diathes* [TIAB]) AND (therap* 405
[TIAB] OR pharmacotherap* [TIAB] OR chemotherap* [TIAB] OR treatment*

[TIAB])

403 "Cysteamine” [MH] OR "Cystine Depleting Agents" [PA] OR "Cystine Depleting 2071
Agents" [MH] ’
Cysteamine [TIAB] OR Mercaptoethylamine [TIAB] OR Mercamine [TIAB]

#04 | OR Mercaptamine [TIAB] OR Cysteinamine [TIAB] OR Cystagon [TIAB] OR 3,514
Becaptan [TIAB]

#05 | (#1 OR#2) AND (#3 OR #4) 274

#06 | "Diabetes Mellitus" [MH] OR "Diabetes Complications” [MH] OR "Insulin” [MH] | 484,934

#07 | diabetes [TIAB] OR diabetic [TIAB] OR Insulin [TIAB] 712,532

#08 | #5AND (#6 OR #7) 10

#09 | #8 AND ("Meta-Analysis" [PT] OR "meta-analysis" [TIAB]) 0

#10 | #8 AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0

11 #8 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR 0
(guideline* [TIAB] NOT medline [SB]))

#12 | #8 AND ("Review" [PT] OR (review [TI] NOT medline [SBI)) 4

413 #8 AND ("Randomized Controlled Trial" [PT] OR "Randomized Controlled Trials 0
as Topic" [MH] OR (random* [TIAB] NOT medline [SB]))

#8 AND ("Clinical Study" [PT] OR "Clinical Studies as Topic" [MH] OR ((clinical

#14 | trial* [TIAB] OR random* [TIAB] OR observational stud* [TIAB]) NOT 0
medline [SB]))

#8 AND ("Epidemiologic Studies" [MH] OR "Epidemiologic Research Design" [MH]

415 OR "Comparative Study" [PT] OR "Multicenter Study" [PT] OR "Evaluation 5
Studies" [PT] OR ((cohort stud* [TIAB] OR comparative stud* [TIAB] OR
multicenter stud* [TIAB] OR evaluation stud* [TIAB]) NOT medline [SB]))

#16 | #15 NOT #12 4

#17 | #8NOT (#12 OR #16) 2

2 EhiEweb(BZXR2017F11A7H) HXRER : 25K

BMEER  OAYTFI) VA, VATFYT A4 v 7L a—,

LHRTAFITA >,

Koad 0 fF, QERIRITSE - 5098 0 11, @2 D fthod B STHR 4 .
No. 1RRIL [EENEE
#01 | Y AFE /TH 71
VRAFUREITA or Y AF /— X ITA or Y ATF VEIE /TA or VA F VEBIEIE
#02 - 63
ITA or B2 AT VE ITA
#03 | Cysteamine/TH or "Cystine Depleting Agents"/TH 247
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Cysteamine/TA or 2/ AT 77 =/ [TA or Mercaptamine/TA or X)L TS5 =~/ ITA
#04 | or Cystagon/TA or 2% 1>/ /TA or "Cystine Depleting Agent"/TA or > A F >/FR 360
& ITA
#05 | (#1 or#2) and (#3 or #4) 11
#06 | #BEFRIS /TH or ¥EPRIRI4EEFHIE /TH or Insulin/TH 264,711
#07 | #EFRIR /TA or Insulin/TA or >~ AU~/ [TAor A >/ 2 U/ [TA 275,281
#08 | #5and (#6 or #7) 0
#09 | (#3or#4) and (#6 or #7) 4
410 #9and (AYFPF UV A /MHor VATYT A wZUE 21— /TH or 2EHA R 0
A~/ ITH)
#11 |#9and RD =XFFPFUI X Z2EHA RSA) 0
1 #9and (AFT7FUIAMA or VATYT A4 VI E1—/TA or 28B4 R 0
>4 ITA)
#13 | #9and (PT =#45%) 0
#14 | #9 and T LMELLEGER /TH 0
#15 |#9and (RD =54 LMEHEEER) 0
#16 | #9and (T4 LMELLEEIER /TA or BIEALLLESLER /TA) 0
#17 | #9 and (BRIAZHFIE /TH or BZRIHZLTH A >/ /TH) 0
#18 |#9and (RD =#5 4% LMELEEER , LEIAR) 0
#9 and (FZIHZE /TA or BZEHIIFZT /TA or ERERARZT /TA or MERIFZT /TA or %
EITFATT /TA or FEBIFIFBIAZT /TA or BIETERAZT /TA or J7R— NFZE /TA or 1B
410 PIBAZE /TA or BIEIRAZT /TA or T AMFEE /TA or SRERATAEIERTEE /TA or WAERHF 0
%2 /TA or ZHEERHEIRFZE /TA or /A Ow N TJOI T b /TA or ZAHE /TA
or BRARELER /TA or 25 1 48505 /TA or 25 11 48505 /TA or 25 111 AHELER /TA or 28
1V 1BERER /TA or 7 O A4 —/\—HTZZ /TA)

3 The Cochrane Library(#&32 2017 £ 11 B 7 H) 1#%5REH : 25K
B##ER  OCDSROE (a2 5L ¥ a—), (2 CCRCT O 1 (Jhisont e itER) .




JY=HNIIZF3~(CQ)

/)

cQ9
R

VATV I UERIERIRES, ARICBRUICYRATF VitEZ R L, ERAOBEC
BN THDEEEE 1, TIETVAUNILB).

AT7IVRRRREPEAEIHN?

(% ]

WHRSE & L TARBEINTVDEDIEY AT T I ViliABIETH 555, mIREEIZIE
VATT I VHEBESEH SN TwE. VAT T I VAIREOREHEE L UMY
AF VREENOF NI DOV TIE, FORIZ B W TR 2L LGB (randomized
controlled trial ; RCT) 2MTHhNTHBY, ZOHEIREIN TS,

Liang 513, 79 Y 2D 2 [ERICB VT, fAFEAND Y A F ¥ & RS- DR
ENTVE 2 LD AT ) = ABE 31 Bl xfRIZ, FFEMICE S RCT %
FEh L7, #PMEZEO B2 Y AT 7 3 R AIREE (VCH 0.55%) & 12
BEY AT T I VIR SIRSE(CH 0.10%) %, ZN 211 H 4 BIHIRC 17,
90 HMHR L 72, ZD#EH, vCH 0.55% # 5-#Tld, CH 0.10% % 5- 8 12~
AEPEICER LV AF VEORIETHAIVEM A A7 " PEEIZEKTL(p <
0.001), F¥TA0% KT L7, 512, EHETEMIHETA2EHAI T
HFHEICWFELE. (p<00048). Iwata 5 1F, Y AF /=T XA EBW SN 14
B 11 BIOFIRIZ05% Y AT 7 3>, I FIRICERTLER 05% ¥ A% 3
YERERE TR T RISIRL, 2oRREME Lz P15 2 1 BGE %
L, 6BIIBWTHEY ZAF VAT T OEBERKTHAALN, Zh6I1ET
NRCYATTIVHABHETH 572 5BV TIEIREDN A LN LD 572, Kai-
ser-Kupfer 5°1%, 0.1% % 5\ 212 0.5% ¥ AT 7 3 » HIRSE 2 B EEM S 2 F ) —
T ABBEORIRISREEE | BRI SR L 72k, ALY AF V% g OB
LA ER LI ERELTWA, Tsilou 578, MHIEEIC L 2EEESIT -2k
MRV 2~125KD 16 Bl et RIC, BEEHLZLTTTHS055% AT 7T I Vi
MR MR " EEMIC L A RCT & %0 L 72, 2R 1 RERHIC 1 (8] 1 AR L
ToAER, WGP CE Lo 1Bl ZERE, 761(47%) T 1EROAF Y 25
UAEER A T A5 1.00 LR L 72

—HT, YATT I VEIREL, INFToMEIENRIER L, ToREIE
REMTH o DWEDH LY I 77D 1 ik 32 Hl 25 RI2,0.55%
VAT T X v IR AR L 2 R IR TR L7 WBRENCE S S o 72

g%

' “IVCM” 1 “in vivo confocal microscopy” OB, A fRIEEE UM 2 T, AIE Y AT Ui R ERLT 5 5T
ENTIE M TlE % <, FESINTVLERFEERMDIEFICRON TV S,

CHIBRATEEMEE (A v b T v ) O R TEHMEEREZ DI LT, EWHO AR Y R TR

U S CHIBT SR (R ) v M T Y )L ) AEARE L, ML Lz 2 AU EOEMIZ LY, MAEICE
J% v AF U EEREE 000 225 3.00 £T, 025 B TAITALL7ZIRE. F—FFClicE s 2 L8V H 5 72
B, ik TOWEA LT H L.
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18BIDH B, 761(39%) (IEKRDTLE L, 6 61(33%) 1EZ24LR L, 5161(28%) 133
fbL7:. MY ZAF AT 7ICB LTI, 21 B2 b2 L, 11 BliEHEE
WCEAL L7 7+ —7y FHEI 4.1 4F P 2-84E) T, $TRTOEH
TT7 Fe7 7V AGRIFCTH o7z, HIROMEE, MIRSEORMERED L A=
e EOEBENEZ SNDD, FHEMIAHTH S,

(RF=X - sZICLRIREN]
1 PubMed(#3R 2017 11 B 7 H) #&3RHEIE @ £2F(K
MBEER  OAYTFIV VA, VATYT A v 7V Ea— BEITANTA 2,
THEKL ¥ o — 8, QERIRIIZE, EFIIE 21 QL oFEEEL), @Fofho
B SCRE 17 (O, @& 0EBRR ).
No. R TRER
#01 | "Cystinosis/drug therapy" [MH] 201

(Cystinosis [TIAB] OR Cystinoses [TIAB] OR Cystine Disease* [TIAB] OR
00 Cystine Storage Disease* [TIAB] OR Cystine Diathes* [TIAB]) AND (therap* 405
[TIAB] OR pharmacotherap* [TIAB] OR chemotherap* [TIAB] OR treatment*

[TIAB])

403 "Cysteamine" [MH] OR "Cystine Depleting Agents" [PA] OR "Cystine Depleting 2071
Agents" [MH] ’

Cysteamine [TIAB] OR Mercaptoethylamine [TIAB] OR Mercamine [TIAB]

#04 | OR Mercaptamine [TIAB] OR Cysteinamine [TIAB] OR Cystagon [TIAB] OR 3,514
Becaptan [TIAB]

#05 | (#1 OR#2) AND (#3 OR #4) 274

#06 | "Ophthalmic Solutions" [MH] OR "Ophthalmic Solutions" [PA] 14,819

407 Ophthalmic Solution* [TIAB] OR Eye Drop* [TIAB] OR Eyedrop* [TIAB] 248287
OR Ophthalmol* [ALL] ’

#08 | #5 AND (#6 OR #7) 37
#09 | #8 AND ("Meta-Analysis" [PT] OR "meta-analysis" [TIAB]) 0
#10 | #8 AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0

41 #8 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR )
(guideline* [TIAB] NOT medline [SB]))

#12 | #8 AND ("Review" [PT] OR (review [TI] NOT medline [SB])) 8

#13 | #11 OR #12 8

414 #8 AND ("Randomized Controlled Trial" [PT] OR "Randomized Controlled Trials 5
as Topic" [MH] OR (random* [TIAB] NOT medline [SB]))

#8 AND ("Clinical Study" [PT] OR "Clinical Studies as Topic" [MH] OR ((clinical
#15 | trial* [TIAB] OR random* [TIAB] OR observational stud* [TIAB]) NOT 5
medline [SB]))

#8 AND ("Epidemiologic Studies" [MH] OR "Epidemiologic Research Design" [MH]
16 OR "Comparative Study" [PT] OR "Multicenter Study" [PT] OR "Evaluation "
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ARA b (LFESEUR)
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(1,000 uL O 7V —F v T D5 % /N I TYl > TH 1))

BB THRT 2HREDBLUHSE
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KB (7 Ty a2 R7AR)
RKVF w7 A FH—
HHEOR (AL v 7R 0 — 5 =)« 7 v ZVELIAT]
15mLEEE (EE15em, BHE R2em) 2@ 0 TELHD
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6 AEBAIEAKS00 uL ZRML, B 2NIZIZREIIBEINLFET, H3IFGHEELVT v
JATHHET 2 (EXy 71 745 L, AIMERAEF v 715 LR 2556
WD), TELNENRLy F2BELTBIrRVE, HETRL Yy AT THICL
Kb, AVHENS VERL LA S 505, TORBEIXRDAT v T2,
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TR ERE T, K CRUES S (1 R TR . Z OWGERRE AR 3 MR L
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WREEHDL VIR TIATAA-LY ) — VIHTHET L (BRABREICTLZ T

[ 61



B2 %70kra-0

AT U DEFEAT B).
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3 AF EERICAIMER A T 25410, LT O AICEE L 2T UE % & % v (GeneR-

eviews & V) 2i%).
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