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3 FRERENGERBERELAREHA NSAVICERLIZDDETD

* PR EDS LOEEEDEDEINCHISTHBEER

1) REEWICAVDEIRIRER, REFREZHCEAUT, BMEE LICRRORENEVEEICIE,
WFNOBHADBHDZRNTHEUSZAEWV (22U, BRFROBEZ R I BRRERE CH D

T, WESSHIREIFDDICRD).

2) SARFIREICBITDIEEEDRBICOVNCIE, BYFEFNEED N TaRMTNDNTLDIRE

THoOTC, Ef6 PREATROBVWREZEMAHIHIITSHIEETD.

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

I D EPRELEICDOVTR, EEEMHDURETD.
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(BQ)

BQ1 YRAF /-2 AQOREAIITH ?

SAVI—L

Sh3VRUT
Wtk

a b bR

IER SAVYI—LR

b S4YVY—LRNDKEXK

b hOMHIEES A VY —LADERE

SAVYV—=LIFHRANICHD/NEBED 1 DT, REELSIYEZDHETD. 54
VVU—LKE, FRDBENDINEYE, $HVEHREICEXRSNDINEYED
BRICSAVY—LRICEFEIT DRI CHD. YATF/—VRIF, SAVYY—LD
SHREICYRATFUEEMET DVAT /I DEEEZERIBT DI, VAT VD
REAICERL, #ERETDIETHRKREZREST D

VAF ) =V AV AF VEREE) X, T4V — A IR % HEAE, Y,
HElt 3 2 BN OREED) 12T IV BRO—FTH DLV AT Y ERET H I LT,
B4 R\ AFAE T BB RE D EIC L > THIER I SN A EE(S AV VU —
LIR)THDH. T4V =L LMIIE Y AF PR 57 3 BRI AR (b
T YAR=H =) THDH I AF /T (cystinosin ; CTNS) DHEHE L 2728, 8
FUCER LV AF UGt T 228128 ), Mgz BETLEE2 6N
TWA"(E1). YAF /=Y AFBEEHTHY, ZOFREBEETIEIL ME 17

17
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Fgettfh FICHETET B CTNS BIZFTHH™Y. BIIEO L 2 A, CTNS EIZTF LAt
OFEKBEET OHRE LR\, CINS HIZTIZEHGOMBTRIEL T b2, &
gk, IR, HUIRR, FA, Wi, e L, MEZ T AMBRIIZIEIC b 5.

RERIFLUTVWEITY, YRAF/—VR (YRFUERE, YAFVE) EEE
DRBIC, YAFUREEREVAFVERENSDEYT. INSEFEESKR

TY.

VAF VR, BEORMBEICOITDVAT VOBRINEENMECD, RERICVAFY
BANERSNOETIHARERCTY. Fle. MEVATFVRIERF, XFAZVORHAEY CTHD
REVRATAVHMFRICERTHHRECT. MEVATAVOEGR CHOREYAF VDR
FRICRHEENET. DHETE, FERAHAIU—ZUITHTONTVET

VRAF/=VRFSAVI—LFED1DTID, DSAYVI—-LREFELED
NSO XT.

ZLDITAVYV—LRE SAVV—LADHEED ZDHET DD HEROIENREATY
REEYDDRENFICSA VY —AICEEI DT EICIOTIERMFELET. —H, VYR
F/=VRE VAFUESAV Y —LONDMIECHHE T 27 =/ BENEFDIIEPIE T
[CROTRIDFT. BRMRERTHEWVCY, BREFRELCIIEETEFTEA

BQ2 YAF/—YAOBKERELVUBERIEFAEIR?

8l

[FRZBORE]

VAF ) =T A3 ODOIRBII I NG, K 95% 13k b FHAE R FEEE T
DY, 5% BEIBESENLHHETHD, 77 v I3 —EFEHOFERKE LT
WLEE)REEED1DOTH 5.

1 BEER

Atk 6 P AED SRS T 7 v O — SEBEBEAISE L, AEMIIAR, 7Y F—
AREEE RN T 7 v a— ZEBERE), HEIRIKT, 2%, EREIRERE
EYS A, F72, 2EI TSV AT VS DIREKARICIHAE L, HAeHEZT]
FRIT. RBEOHE, 10 E T T2 KM B A 4 (end stage renal disease ;
ESRD) IZH#4T3 5.

ANEBIOBRRIC LD, 10 ARG TR L TV 72 B OEFRIBIR I TGS
L7z—hHT, BEUNOEGIHELSHEE 2o Twab (F2). RIAS 2773
YIEE RS A2 L TEIMED IR L, FAEFE D EET 5 (CQ 2,
3ZH).

2 g E

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

HEEIIEDT, BRERIIAREND Y A F U iEGOERIZL 2ENDOATH
b, BELERDGZZ O, BRIERDP W EE0wzo, ZRFERIZIRL V. E
[ZEAEE S AN

[(BEEUNDEHEE]

WY GRS e SN S, BhE BFIK D, |, B, B IR, HUR
B, IS L OREZ L, 13 AT RTOMAR - Kl AF U283 E/E L, L
TOEREIIET S (F2). FHHEROBEE & BRE 122V Tid, R1BLIUE
3ITRL7.

o IRIEIR - AIED L AT VR OEBFEIZ L 5. BREMEAREE > S < 285

1 DI AR HEE A BFEE.

o FUIRMR @ HURBRASREAC THE.

o REEVEMERR AR RBAL T E © FRICH IR e v E v TW B A, 2017 4F
WBHEDONA T 7Y — 12 X BB CHEICE - 28ENH 5. ki3 fiE
WREHELTWE,

IANF = EHWI AT -2 X B, EATEORTEERE & AT, T IR
BAEREE WHEEAEIC X 2 MfkEE 2.
TR - PRI
ZOMOMEALEAEIR © WK, EE AL, BB %, T IREES, PIIRNIE
TOHESE % PE O REEIE BT IS X B TR, H% FUAANGE, G I
Wrzedl, PR
o EBRILADRERIL, MEORIKAL, &3 L AT — VIE % £ 5 B 22k Bh IR

B - FRAER

HREFRAIES. RELEXIE
iR

BB (L)

il

ERIRBR
FRIRBRBEBEIR TAE

sqkas =FITF—, BREREE,
W EmER B PR

g

) i

g 77— iR
RIS BF2, <oF

Z 0t 18R

HE - EEE, MEBRISEEIE T (M.,
EEE LHFHEDHEDD)

EP) v 257/ - 20BEREER
FEEAETRTOBBICYRAFUHERT B/, BIEABEDHBENENSE, BRELL
HCORLEERERETD. %6 DBENSHOND T 7Y I—EREE, BEC
BRIV AT VRERICKDBIFRT S NBERN SRR HHNEER THS.

o
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10 ]

{LIE.
o PRCRRRER © AIRAE, RMEBHSEWIETCERE, KA.

Y RF /= AKREEEFOERRIHY

i FERS K UIBIR BRE(%)

7> —=fElR SR, &

RULL N s it S I
5~107% | EPRBRHSARIE TAE 50
8~ 125 | mHA 50
8~ 125 | IBAHBAE 95
12~400% | =4/ F—, WIES 20
13~407% | fBRMEIRSIES (retinal blindness) 10~ 15
18 ~ 407 | HEFRIS 5
18 ~407% | MERRBEAEIRTE 70
21 ~40j% | FiREREIR T™E 100
21 ~40j% | PIEERRANE 15
21 ~40j% | PIEHRIRIEES 2

(Gahl V&;A, Thoene JG, Schneider JA  Cystinosis. N Engl J Med 2002 ; 347
111-121

BRERE
(RRT)
____________________________ >
5 RAEET2
= (ESRD)
2 & P
B R (CkD)
& >
pl J7 YRR
R
e 0 0.5 0.6 1 4~5 7~10 12 20 ?
AR
FERE
FRBRAE M
(=5
EZ/E=
; [ESE
D TRy
E

PERRBERER TAE
PR RS

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 /- ADEEHRKIT?

VAF /=R, ke

N &5 17 FH Gtk FICHFTES A CTNS En T DOIFIA

& o THIERZ SN B EROELIEEEEBETH LMY,
H$ A CINS BT % 1 D9 DFORINETH L. WMBIIRKE (T OFHEEK)

THhAhHIZD, VAF ) =Y ADOBEREIRE RS 72\,
FHLFEUTH2 A TN, WHRIFEET HHERIL25% TH D,
FIEDLETREE L % bR WIEERIZ25% TH S
:;Bwfci, CINS B F W OME I 1 BIORTH 270",

X, RONEHTTOAERINS (CQ 1

VPRI & 7% BHEER1E 50

(K4). bHrE
UK Tl EE
ZHR) .

2 X BHEEZE

%,

LVEEIETH B 720
FIEET

7 E

% I

L BEDRIAR R %

=

PRI

O EsErcr @ ZEEGT

REE REE
(FER)  GRIER)

RAE

1IE% (FER)

BE

% (F1E)

REE
(FER)

BE
(1)

DEDE B BE e

BIFITNTREE L
3.

R REE REE RE REE R REE REE REE R
(R (RIER) (RER) (SRR (RIER) (RER)
WENZNZNERBGETE | | AANER. ©5KF | [AAPESR o587 | [AEneEs, 654
| DHSTVOREEDES, | | DRNEREGTE | | | ORI EREGTE 2| | SOBPEREGT %
WEICEREHEVD, ZOF | | DB->TLRESED | | D85, masREL | |2 085, RaEREL
CBEF 14 DRETREL, | |88, Z0FEHE 12| |TLBEE. Z0FE | | TLeEs. 20T
12 DBRECREEEHS. | | ORECREEEL S, & 12 D% T REE,

112 DHEERTHRIET 5.

ED v2x57/—vz20EGER
VRF/—VRAF, BREKE—DINEGEETHD. b NE 17 ERBRICTFET D CINS BLETEEREIC

KOFHETD. ZBEZ 1 DUDFIEWVWREE SRFERZRE

BTVRAEEED.

FRTEZ VBT FORNEEE ?

EHRBEDY AT ) —V ZEBETIE, #50% D CINS BEFD 57-kb RETTY.

WMDBLTFZEZO CINS BELFDRFFERZESAIERKTH DD, Y H—

A

ECTIFEEDE

TECE T, MLPA (multiplex ligation-dependent probe amplification) A/ E([C KD ERZRTELET .
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BQ4 YRF/ -V ADOREHEEIL?

Bk CORRESREIZH 10 H~20 FAIC 1 ATH L, HARATDHHW 2 Rk
THAOPoTWBEY, T/ EETEHERT V7 H50HENE L ALN
18 LAtk BRI 2,000 NEEEDBEAGD EHEM ENTWED, ZHENT
WARWEIL S, FRERZBRRIIEREI ATV 2V, bEIZBWTYH, VAT
J =V ADFIERE 2R W 1%, EAMER SICX), IhETicd Rl
&b 25 BIRREED S ST\ 5.

BQ5 YRF /-2 ADHERLEIL?

(BHRE#E] (R 2)
YRF /=Y RADLERE (7]15)

JRTF =Y ADMEEZME, FEinEICTELDOWVITNH | DOMENGDEHEE.
1 SREMKRPOY T EDEN
BEEEY | 3.0 ~ 23.0 nnmol half-cystine/mg protein

FEEAY | 1.0 ~ 3.0 nnmol half-cystine/mg protein
REE (N\T0O) : = 1.0 nmol half-cystine/mg protein
IE®{E © = 0.2 nmol half-cystine/mg protein
2 #BRATEEMER (RU Y bS5V 7T) RBICKDBIROY AT ViEROEE (% 12 B
THRTETDHODHHN, BRFER 16 DABETHS) (K5)
3 CINS BLFHRAICIDEF UIICHKRRERZRET S & CHEEZIEETH DD,
WTIFEANRSNS (CQ1E2H)

ED vx57/—y 2EEZABOMBIENRE (RUY kSY
7) BEFRE

15 BB, RSN RISEB BRSNS,

(ENTERERRT 5 —i2tt)
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[YAF /- ADEHDTN] (K 6)
1 FEIR - REE

FUEM DR IF R TH S 2 L, MPEEBECEREMORES VRN L
ZHELTALLL TS, FUREICIE, AEMNAR, S8EKR, Bl - IEH
187 & OIRFERG R IER D S 5. M7 TSR oz 5 2
EbH DY, EHOHBEERIIMAZIKE L, MBRITERME (R v b7~ T)
BAEIZL > THOTEETAHAELH L. FHEEIZ, MRECHRBGHOFEL &
ZER LTS 5.
2 Eih-BE
FROIFFRNIEROFED S, FRRE CEARSIRESERFER Sz
BTy aA-SJEREBEEBMESNALENH L. S5, AREOYAF
K 2 ROIULY AF ) =V AOMEEZMNI % 5. RO Y A F VR a3 @ X
HER16 P A ZEE D BRI NLD, HIZAER 16 P ADETHED > X F U f
FEETE R WIGEIZY AT/ — ¥ ADUREVED R .
3 NSRIRE

BT (LC/MS/MS) & iV 7z [INERF > A5 v &8olllE, F£72EW7 )
IV CTNS BIZ TR ER DR EN D 5. LIS AF /7 — A F 72IEEEVFIAT N
AL, BORTIRRMABEROREER > A F VIREOMENZIEE L TRS
NTWDHS, BN CTIEbETIT - 72k L 22 V. CTNS #fnf ORI EIE

R - RBE | pEmmire, S8R B0 - Bt 8
- 8
CBBEDY AT —VRAE RN, [REDEE

4

2h-BE | gros 27 URE0EE

D FYI-CERBOREMAERE N, K,
HCO;. Ca P, Mg, FRME FREH, NF=/ER)

TR HRMET VA T3 AT 75—, & Ca
MfE. {§PIE. & KIDE BY—~A)

}

WRERE | mmigehs 257 >R
WP UILICBIID CTNS BETRNERDRE

U

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

U

BRREREE - - TS R 7 REDEBRAE (4 (21 H2E)
REOT0— | . &, R BREUSE. B, R, 50, RS ED
EFHERDEE (ZRBOBEHATR)

YRF ) —Y ZADBEOTN
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Human genome mutation database (HGMD2017.04) T 140 DL 0D R 26028 S A3 s
ENTV D (BB ROMBFIZOWTIE, BPEBICAR S o).

FiiLEkd > 25 2 WI5E & CTNS BIZTHREICHT 2 G bEkE, HA/RME
BRRES B £ O H AR RS2SR0 K — A ~— VA — 55 5 0
TEEIZ SN,

(BERISZHI I NEEE]

W57 7 v a — ZJEEHEOJEIE & 72 5 Dent 5", Lowe JEMEHRE, I I N1
TREAE, 77 b= AME, #EERET VI b — AAME, RS e B
Fanconi-Bickel SEMERE, 0 v ImfE 1 5, Wilson JF7: £ 5.

[(BEICBIREMR]
1 BRARYEERR
K7 O — VI ERHET > K- A
HEFEM T 7 v a— ZEBEE  HFE Na, K, ERMRIE), M|EECa P,
Mg), 7 Kol 738 B-3I70707Y) rE2EGRMIEEOEDRD
5 OHEEE N
cMIETNHY) T A AT 7 ¥ —¥DEF, K CalliE, {XP I, KK IIAE
2 H X R
< BIREAL : THOBIRZER, B@moiik, BWGoiik, AIE, BE2ZS
(FLT7RAvErT), EHHOF R
3 BEEEEE
PR MEE AIKAGIE, &5\ 3w T o — R
4 HEBRITEEMER (R v RSV )RE
B R RO > A F Vs (B S).

PAFI) - ADREIE?

14

[AF7=VICDNTI

VAFUVBRFEETHDL VAT T I VERAT A 2 LA, EREEORETH S,

BWARCTELZTRICV AT 7 I VoM BGET A2 L T, SREERLAIHE
DFIEFEMPMET L, GIHEDOFIETF#ELT 5 (CQ2, 3ZM). Y A77 I
X, VAT =V AREEEL LT, KREITIX 1994 412, BINTIE 1997 12, b
HETIZ 2014 FICETENTVE (2 A TV <A T V)

—F, YATT I VORMIE, MERLITR ;A%*Lt/z%/% ICHS %
BRI (2 IR D e <, TS DFERZ IR T 7200121, SIRICE D)
Ay 277 3 v 2R 2 08D H BV, KkET 12014$ YAFT IV
FRSESFEN] STV A (Cystaran™ 0.44%, @ - F& 1B 1@, 101
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AN o250y 9257y
gtk

A A M7= B,
HIEE

IATAY
YRFIVY  (EmE A
(CTNS)

YRFT S VOIERER

VATV ZVRIFRHDEXRAEEN L TSA VY —LAICEESN, TR
FUD S-S EEZEVMTS. S-SHEEZUMISNIcY AT VIETRATA
V2RFEED, VRATAVHEDWVWEIRTAY - VRATTZVDER
HEUTEY I/ BEnx A7z UCHRREICEESND.

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

WA REiR) . S HIZEINTIE, 2017 FFICEIRAIE A WS Lz AT 73~
FHRSEASFE SCB Y (Cystadrops®, FEE - &= 1 H 40, 1[0 1% SR,
WK BT B IEMEFERD: & 725 TV DD, bAETIIRR SN TV R,

[V RAF7 = VDIERERF]

VATTIVIE, o) rOEAEERTET ANEROETHITH L. T A
IV =AY AEINV AT T I VIV AFUNREITEN, VATA Y
EVATAV-VATTIVOEAKRELRY, ENENTATA VEEE BX
OB A+ 27 3 BRI L ) S 4 vy — bzt s hs (B7)"7.

(=Y 3V OFERAE] (K 8)

ANEIE T H 60 ~90mg/kg(1 H 1.3~ 1.9 ¢g/m’), AL 1 [ 500 mg % i H
BICLTC, 6 REMmBICHIRT 2. BEHRSGEII2g Th s, KRG EIZHESE
D14~ 1/6 SR L, HILEERZ EORIBUSICER L 2285 H 4 128 L
T, BHGEPZETSHET, KPS AT VREOREEL 1 20121
FEAT W, FTIMER R 2 A F R (NIRRT, 5 ~ 6 R IZ 52 ) A% 1.0 nmol/half-
cystine/mg protein LA T 2% % & 9 IZHG5- &2 MET 5. HIMIKAH > 2 F ViRED
THRET2ADZENHBTH L. FEICABHE DML BB Z 1TV,
RPN G I ERE 2179 . HILEERIZIZ T b Ry TIHEEIHH
Ths.
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ZYRH IV DFE

& - REDER

FAGR - EMUNEL | 20145E784H - 20145F982H

GEIRTTIT | NA T UREMR)

L ZYRFAV AT EIL 50 mg

BR5EH . e
ZIRZ AV HTEIV 150 mg

—MR# VATV IVEARE

TEVE B RAF E
BE, 12 BAmDEENIFHE 50kg FmD
BEICE, VAT 7ZELTIH L3gm(F
KERE), A& 50kg ZBR 2D 12ml EDEE

N - [ClF, YRAFT7=EULTC 1 H2g Z 4 EICH

B - BE

AL TCROKRSTS. BSFDEXRDRAL,
4~6 BEL LI T EECAEF THET 5.
B, BEOREICLU CEEERIT SN, 1H
1.95 g/m? (ARER) Z LBRET D.

TEREL 100 h 7L iR MLUNSE%)

P - AR | iR SEwER BARE ERRE- 2F

YAFTIV (ZYZHTV°) OERAE
JUBIE 1 H 60~ 90 mg/kg(1 H 1.3~ 1.9 g/m*), BAIF 1 8 500 mg ZRIEBZEICUT, 6 RREBICHRTS.
BiER58F 29 HTHD.

[ZDthD;8E GHEESX) ]
1 77 YI—_fERBEOWESE
1K) VERIMFENEL A a T A72012, ) VBERPEY Y I D OWNIRYH

5. FURBIOGEBIMAR ZR/NRICT 2720120 R BTG 5.

2 FRARRHEREIR TE
HUIRRSE (L- Fa ¥ 2 >).

3 IR

=

A VA ViR

4 HREE, BSR MHREEF2(EN
WERIVEYHDLVIETANATO YR EDKRIVE TR

5 ZFNF—(BHET, MgETrE, BTIEZEZ=Z0)

AR ER SERIEIIAN TH S, INZF U RHER LTV IHELH 5.

_EBR © 1.95 g/m?

BQ7 YATT7IVERRATIROEERIL?

VATT I VIR BRESL MRS EA L, 6 REMIAREE TR T 27290,
GEEFIC IO H4m)RMLATNER SRV (REY9). Mify AT 7 3 Vi)
EEIMERR S A F VBRI IABARAGRICH Y, MY AT T I ViBEES AT
EHIMERF > 2 F VIREIZER WAL, YATT I VIREDT S & HINER
Y AT VgD AT % (E10).

VATT IV, FA-NVEEETLOMEORERST L. ARSI DY
AF ) =V ABBEEMRIATONZT v — MRETIE, 1 HA4RBRALTWS
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w [=)}
T 1

~
T

(3]
T

—_

MigHS 257 = V2 (ug/mL)
w

(=)
>

(=]
[=)}

12 18 24
iSiE

ED) fERmARM 6 flEd88IC UTcs 1EIRRERIC BV T,
ZYZIIAV ATEIV150 mg BT HTEIL (VRAFT
= &EULT 1,050 mg) HEBIFICERROKRSULIBEED
MRy 2577 = ViBEOHE

ZYRZAVOF e BEIEETHEKRTD.

(ZYRIAV A VI 2—TH—LkD)

2
E 4r —o- 1 MR 216 ~
) N =7~ Es =]
Z35F YATTSVEEL, E
-&- [k g5
2osr vaFveE 1235y
g 25F 410 & H#
’ 24 \/,
" 2r 18 2%
kst H6 Z
X1k 14 = i
N X
_B_O.Sw 42 EN
gﬁ% 0 1 1 1 1 1 1 0 ~
0 0.5 1 1.5 2 3 6

EFD) v25/—v28E0H)ICZYRAY T 1,200~ 1,800
mg/H, 1B4BEESLEEEOMBHRYRATTIVR
E&, HmkRY RAFVEEDHR

M R 7 = VEEEQMmERkD Y X F VREISFEHEERICHD, m

FYRT TP IVREN EFTHEBMKPY AT VREFERP TR

U, 6 BERICVRATT7IVRENTHDEAMRTIAFVREN £

HF95.

(ZYRYTAV AV HFE1—T F—LhKDEE)

EE1E, KADPIRAZMET 1AM TIE89% THALDIIRL, AOIRAT S
1B FEDOEBETIZS6% Tho2™. F72, 41% DEEDH D WVIZZEDOREEN 1
HIZEE R ZH OS2 W EREICEA T, BEOAGNE LTE, A
B (O8) (44%), %3 E 2585155 (44%), IRAEIEO S & (35%), B L UK,
Oho & 7 EOHLEEBEORIRUS (24%) TdHh - 7-.

BERPIDIECRET Fe T 7 P APMRT T 5720, HYOIRKANOHE % KD
B L BEVUETH 5.
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YRF I —YADBEEhET—HELT
YRF — U ADBESAEBEL LD, —RICBRUERND LT &

HashET. BENBLON, BEESBIE5E D@D TBHHB 55 L wLELE
/e, FRRPENTLZHBVE L. BEERAUERNZDICE | BEEEINDED
CETUR. BHETHS5< 2R TEENDBESTT. Fle, VAT P VA | RFOAE
=3 TRRENTLE L

COESBENS, BLYRT P VARENERIND C L RLHET, Fle, VAT
P URIREICOL T, &hBBOAENTOVAE (1 82 EORIR) DanEnLEES
WE L.

BQ8 YRAF /- ABEDREREEIEIL?

ZWHEHR T — 22 &) G ERER 21T Z LRI NS, FBE
Mz T, BWARE, REEEEME, WRHE, MeERE, HbENRE, 2%
+, LHEZYR—- I8y 7LD, BEIEEICL o TEE, BiRE,
Wi, IREE B X OVIERERAEE 21T .

[BHANICIRBINZIREB]

B, fE

o BEkRE, EME, WIRPE, Ca, P, TAHY) 74 A7 7 —F, BIFREARL
E U OIMIERE

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

c RIEMEIC L AHENLED FADA ) —= v 7

o ZEHE I IR

WMABITIE, TRLOMEDEET 5.
* LA MR (BCG)
* WEMRA (EMG), IR E B Rt
o B XMERMAIZ X 5N 7 AT SR
o b pE A

(@ I NEFEYIRIR]

o BIAKITFRAE T 5 BEHAEL SO ICEAL X 5. BRME,»SELLERY, &
REENR, S AT, BLOZOMOESGFREZ L WET L. AR LT,
KA HHICHERTE, M LICOITERTWEREZEZ L. e 7V h)
b 2720, 7T BERBTS.

c HUBRIIENEZ BN S ELLNHLDOT, U7 I AR EDHEREERT
5.




Ny 99592 K9IZ2F3~(BQ)

BQ9 #HERELEICDOVLTIE?

VAF ) =V ABBIINT HHARE L LT, ANESIZ X D EEE D)
BHbH. BPEEC K 2 ERE I LB OERIC L > THHTE 2 HIED
Rl B, OFLLEEREDBHIE, ©/NaBkee i BinEmtsE
¥, QRO EZ IR 5 EAEF IS T A (R 105D Bk (Fa o B
W) 2 Ehd b, LT, 203 DOEBREBEHIEZ film s,

(L4 REEZEBINHIE]

FUNEDERE 2 KT 2 A TH L. BRI, E, #8E
W, THETR 230 L TRELTWwE,. Z0EGIZUTIORTE) TH 5.

1 E

BERERIRCIE, 0~k d 2 A, MR DRIE3EaEs %
5. D) OEFIIRBHAEHL Tw A, EERROBZRIZEIEE L TBY,
EEIHAIN TG,
2 ERERTR

HBEHFIRCHed SN-EAEIR L Sk b - BB ES 2 AT 5. 2F ),
BHEREO BTG %300 . BB RAER IR 5.
3 ™ H

A CHed S NAEFESEH L E Nk o RRSHES« &8HT 5. D
F 0, HWEH IR RO S N7 SRR DL O FRE o B CaHg % 309 .
FEIE, HER RSO S N R EOFRE L THRE LTS
THA2SIZE AL TH B720, 2 OHIEO SRR CHSE RN TS i
ISR L, ROEFHECENRLEL TV L0 ERE RITFITC, &K
2% FE COEBEZMELL LTW5.

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

HMADHERD.
FLAB BB I K BB % 21 5121, — IS T O - Fife &
PLETH 5.

s MEERRBRICIMAL TR 2 &
o MEER, MR OHELRTTREZTHI L
« BB COBERZ, W2 55T SN L ERTMELEZ IR T 5 2 &

BB, BIBNRER LD, EEERONRE 7L EEE, EHETHL.

C OFIETIZERE DS OERFEREIAETH Y, £ 1 HOERERED
R ERO LMD 2 OOHIEL IR L D, 2F ), BEOEREREIOMEREH
(3,000 ~ 5,000 ) 1X 2272 5 72\,
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UNRIgRER B SRIRSE]

I8 MARMOREE S R E 2D, 72720, 18 MELRER SIZB W TAFEE O
R oTBY, O I8 EER ST S H ZIHERERILEL RO SN D5E1E 20
BAMOHE DI RE RS,

BB, VAF =T AL, KEEOMNFEHE LT, [8 LRMEMRHBER -6
FTAV T = LIFI[99 ¥ AF VHE]THEER SN T A,

BhBoe 5%, #RERFREED R E L 7R AR (b - &29FT, )8, FhfG#
AT =2 ay) Tl ZERICEO NS, A LB EREEETH
5 EERONHERL TBL LEND L.

NSV E IR E B B OFRE X 2T A 720121, BET 2RO
DARERFEL - BT - PTG E L ERAMER L 7 i A2 A L CH
T ALEND L. FEEREOERIE, BEREHRMOBERICKET . B
HEORBEOS SO EBELY > 5 —Th 575, BEMIBEST - b
W7 EOGEIRBED R L 25605 5 O THRATNIERT 5.

NRE I ERROERE BN R 5 HCEHE ERAEIT SR S L) £
DT, ZErOHLFRITHER T S, A THH 15000 HEFDH LN TWE.

CORIETIE, EFEEERD?S OERBREREVPLEL 2D, S 54 1 O
WL D, D% 0, EREEREOERE M (3,000 ~ 5,000 M) AYFEFE 255

(BRDFEICH T EEFICRT BIEREBE) ICED<BIM (B RHIE)]
VAF =T AL, HIREOED LIREHRE LT, [19 74V — A0F ]I
GENTVD, BRREMAZECTIEI019-31 T4 V=40 (Y AF ViE) | TE
FENTWAS.
COHIBEISHREROBIRIZ V. ©OF ), AT — L ADEER 0EMAH,
SHFHWURTH L. HIOWIILTOM) TH 5.
1 B i
BB B A 2 CHBERT I HIFE T 5. HLFRIIAE A IREIC R L S
DT, EEMOAEFROBEZEIHERT 5.
2 EHEMRRICKLDIEBEE
HOEHFEL, OIRIRORBFED L ERLEICE YT L L &, F7213, OF ek
R L R WS R R AR O MRS T N (B SRR 2Y) & 7R D H Bk
EXRAT).
3 EERNRICKDEBEZEEI DI T
HEED O E TOMMIE 3 P HRETH S, ZOMICIREEBEE TH -
TEBEBIIHRE L AR TE L. FEOME, ARELERLILLHD. 20
B, BB S ARREBEAAESA END. HEEROLESEFITW L O0dH b
DT, HFTOHYRCTHERT 5.
TRIE AR & X, HOEFIR D SIRE L T 7obE - BT, 3R, AhE
AT—=2arDITETHD IMEHEFOEREORMN 2T I LNTELDI,



Ny 99592 K9IZ2F3~(BQ)

JFEHIE L CTHREEBEEE TITbNERICRO NS, 2% ), SomLEFEEME
M OIREHIREIEOIREEBEETH L 2 L 2 RANHEEL TBL LEDL D
5.

TREMIRHIE Cld, #BEFEA SIRELX ZIT I8 ER ISR Y, FFER s b
REOHBILELEREREAERT A2 e TE L, HEEICIE, FHEE
BLUOHEHHFLELERELELERCE 2 HRRER L, THHEICL
B EHORMERTE B[ TERRER O 2 E H L. oo eid, B
2 L Q05 FRERHEFB IR T 5L TE S,

HOBHEALBRAEIIIRICLDELRL. RKTIIAZTHERLZZELH D,
L BRI OHLIRICHER T 5.

Dk, 3 o DBEFEEPIRHIEE OV TR L 7.

R B I BHIEE (L, ISR ERRE 2 EFH LN, VAT -V A/
HLZ SIZIRART2 3 D DOERE B HIE DO WT AL THIG S N5 DT, EHH
BEBHEZFHATL I L3 EEbNS.

ZDITH, BREERERE O HGEEEREICOVTE, ZOREOREIZLD,
BE B AER RO 18], 3%, 4 SRRE SND. BERESCEDIE - BRE(L
ABREREBE S R HREE ISR L T 5V, HFTOHLRIIRET S, 20
EDIC D HEERICLE L 22 BHNH DT, Wb o TERITOHYLRICHEZL T
BL.

R REOEREFORED S, BURTIE/NRIE R R BERTZEHED
T RIEEDBE DL K BFRFENOHFIATHO N, 714 W Bh R 4 F)
LT, i, BEI/NEISEREEREGFEMAERICHFBEL LSR5 L,
EENIANDBEDPNT, ZOFMERETOIDRDNDL L) RD. VAF /) —
ABBEOBEMIZE, TEIUNBEREAEERE G RITEFEEICHFE L T2
XTonEEZ TGS,

AN VRSP T B G R SR & FRE B I R 1Tk 4 e TR 503, P
b X205, ANREEREREGRZEFEOMBEDIT) PREVE b,
L7235 T, 20 7% % Tla/NEEMEREREGEIESE 2 A L, 20 R 72
LIREHRHELZFHET 2 AL nE b s,

WBIZ, VAF ) =V ADBWMOLOOEERETH L, BRELETTH D
CTNS BIET OEITIE, RBRINEHRZ L LT I94 V= amlhrdbiFons. i
ML H AR EEF20 H AN RS2 7% & OBIRERICHK L T
7ZE 720,

21



IANB 7)=HNVI7IZXF3(CQ)
...

CQ1 | YRF/—YROBWICBNT, BEFREGHETEZH?
s
YRF/—YADBMICBNT, BETREGHTUONATEELS, BHizRSE
TR, HERBHITSE DREFRRICIFEATHS (HEE 2, TETYRALA
JUB),

(&  5X]

VAF ) =V ADOBIETERIIOPEICB WA TH Y, FRINO—FH
WO LX) BHEEOEWERIZM SN TW WY, F7 JEE L BT R OB
DOWTHIREIZ RS MzRRSCE 2.

Levchenko &I MBIETF-Z M & (R DT ETOBM & MEE L, BIZTHRE DK
BE, BREEE BRI, BEMPERIZIEIZ100% & LTwE 2F D, BN
FHIIERF O Y AF VIBEREOINE TOBMET TS TH Y, #EfaTHhEi
VDL DOTIERWEEZ LML, 612, HEOLYEIIBIT 2B TZ Mo
BHR, WAL ELOICET 2R ERT L, MRS L LNV
BWEERD.

L L%, ZOMENL QEEZH 2T 57-0IIZFHTHL. &6
2, HAEFTZE % &2 GO K RANTZIICB W TIIFHICEHTH 5.

{

[BRRR - BECLEIRER]
1 PubMed(#F 2017 FE 11 B7H) SRHHE : 25K

BEER  OAYTFI VA, YAFITA v I L a— BEITA KA,
THRL ¥ o= 31 1F, QERRIFZE, e 21 (DL 0EHIFR ), @F 0o
Bk 143 (O, @& OEBERRL).

No. 1R IR
#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]

22
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Genetic Test* [TIAB] OR Molecular Diagnos* [TIAB] OR Molecular Test* [TIAB] OR

#04 34,583
0 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 | #5 AND ("Cochrane Database Syst Rev" [TA] OR "systematic review" [TIAB]) 0
408 #5 AND ("Practice Guideline" [PT] OR "Practice Guidelines as Topic" [MH] OR (guideline* 5
[TIAB] NOT medline [SB]))
#09 | #5AND ("Review" [PT] OR (review [TI] NOT medline [SB])) 31
#10 | #3 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] o
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 EdiEweb(i@F2017FE 11 H70) 25 251K
EROAYTFIV VA, VATITA v L a—, BETARIA >,

TR,

L0 1, OBIR

Wige, EF5E 2 4, @ DM #ECH 6 (D, @& DHE

Bk <).

No. R IRERIFEL

#01 | Y AFJE /TH 71
JZAFURE ITA or YRAF /— 2 TA or Y AF VEBRE ITA or VA F > EBIENE

#02 63
ITA or B4 AT fE ITA
BEFHIEE /TH or NT ODEAMEE /TH or " EENFRE (KE) "/TH or 7

#03 N 34,792
FESWAELE /TH or "CTNS Protein"/TH
IBEFHIRRE /TA or DNA E20 /TA or IBIGF 5211 /TA or BGTIRE /TA or &

04 {GEZHT ITA or 23 FE2HA /TA or NT OEREMHAEH /TA or REURSAIRE /TA or 17,045
BEIF v U 7R /TA or BERREIEIRL /TA or IBGHIZRE /TA or iBGH) ’
RS2 /TA or G T /TA or IBEZREA /TA or EB{GRIZRE /TA or CTNS/TA

#05 | (#1 or#2) and (#3 or #4) 6

406 (#1 or #2) and (T /TA or CINS/TA or Y AF /> ITA) and (ARE /TA or 5
S2IfT ITA)

#07 | #5 or #6 8

408 #7 and (X7 F U X MHor VAT T4 wIUE1—/TH or 2EHA R B
>4~/ TH)

#09 | #7and (RD =XF TP FUI R B2EHA RSA) 0

410 #7and (AFTPFUIX A or YRATITAwIZUEI1—/TA or 2B A R 0
A ITA)

#11 | #7 and (PT =#45%) 0
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241

#12 | #7 and T 5 LMELEEER /TH 0
#13 | #7and (RD =54 LMELEELER) 0
#14 | #7and (T LMELLEELER /TA or BIEALLLESLER /TA) 0
#15 | #7 and (EZHZUFME /TH or B2IAZRTH 4 > /TH) 1
#16 | #7and (RD =#Z >4 L LS EER | LLETZT) 1
#7 and (FZHHZE /TA or BZRHIIFZT /TA or ERERFRZT /TA or MERIIFZT /TA or %
EIEHTZR /TA or FEBIFIERIAZR /TA or HIMEMZT /TA or J7k— M5 /TA or 1B
17 FFFZE /TA or BRTEDTHAZE /TA or 77T ABAZE /TA or SEIROTBEIERAST /TA or WA BHF 0
72 ITA or ZHEERELBIIFZE /TA or /A Oy MOV T T N /TA or IZAFEE /TA
or BREREAER /TA or 25 1 #HEER /TA or 55 1 AB5LER /TA or 25 111 #H5KBR /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 B) &38R : 251
WEH D CDSROM: (22 5L ¥ a—), 2 CCRCT 2 (Figent FEERER) |

R

>R

No. 1RERIL 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=HANIIZF3~(CQ)

YARAF/=YRAICBNT, YARAFTT7IVieERAIBKEIRE, BSROBH

CA2 | uiamgzn?
-
DYRF 7= IROEEEEEEE, BT ET R e AR DREEDET bR

TEFIROELECAN CTHD HERE 1, TETVAUNL O).
QFMPEBEOBRICHDDET, YATTVIVIRAZRKBINETHD (HEEE 1,
IEFVAUNILC).

(B &Rl

VAF ) =V ATREGMII Y AF ONERET 700, B REERICEOHED
U S, ZETREICHET 23 IOV TIECQ2~8 2 4bETEIH LT
L. 2B, YATTIVORMIIE, ABEO Y AT CEERO TG ME
MTHDH72O, WMt LT,

BIEREOZENIEE L LT, BT L I TEROE T R TR O 2
LA H 5. fEtr Bl O & PHE TIX, B Tl KB A £ (end stage renal disease ;
ESRD), H#&EN R EBMANDMLT, FIEERPTEEIC R L. BN EIHET
& HAERRE, FTIRBREERINT R, BitgREA 4, I AT —Tld, FBERRIIEF
BOREEC 2 5. Lo L, BREIM, 2HOIAF /=2 ABEDIATT I VIR
F OBHIGRE P IR BT X B2 /R0 &2 T L 72Ras0dd 7 <, IR 2L iR
I5% (randomized controlled trial ; RCT) I3fTHh LT\, DIFICIRRS 2 oD% F

BBIRFZEIZ LD,

VATT I Y OEEMERIPRE T E, ETRCEIHEDTE

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

VAT T ZVREICET H(NRNIKRFRDOLLE
Jv—F+)U Gahl WA, et al . Ann Intern Med 2007 Brodin-Sartorius A, et al © Kidney Int 2012%"
WRTHA > KED 1HEER (NIH) 7 1985 ~ 2006 F (52 | TS5 AMD2HEER (Lyon-Herriot, Paris-Necker
ZURYAT /=Y RBE 100 flZWRICUTC | BB 7Z 1961 ~ 1995 FICRZ UV AT /—
BRI ERE R, 2B 86 B WNRIC LT H1RRYISERERN 2R,
BEEMDREH s I8WmN O 45K (FH26.27%) FTOBES | - A (15EMUE) DYRF /- XEE 86

BYAF /= RXEBE 1006 (Bs588, &«
424).

o Y BB 92/100 (92%), FIRERFEBER T
fiE 75/100 (75%), MHEIRHERER 2 (BHDH)
39/53 (69%), BitEBEARZ 53/77 (69%), W T
B 58/97 (60%), = )(F—50/100 (50%),
EIU 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%), FET33/100 (33%).

Bl (4452, xa28).

< BB MBRIEDY 12 B, BZHRES DS E RS (S
227, BREDITF0O—7 v TEEIF 267 =
70 Cholz. 156 87%) NIV RTF=Y
ZRALTHD, HAFHIEFEIImE, F
BRAPREIE 174 £ ThHolc. AHEDEIEG
I&, ESRD D78 B (91%), ERIRBRHEREIR T™E
626l (71%), ¥EERIRN 48 Bl (55.8%),
REREN 32 6] (37.2%) THolz.

(#E<)
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(Fix)
WA e YRAF /=R (PREBEFFBRFRN) O | c AROVAF VEREAMIRPYIAF VEE
EilE, HMINERE BEYXF UGS D_LEF (< 3 nmol half-cystine/mg protein) (D
BERBOBAMIRF Y AFVEEN 3mol | AFEEEVIFNH—7.
half-cystine/mg protein I L CH DT & (IERIF
02 LR, YRF /=Y RTIE3~25). B,
BHMIRF > X FVIREDHAIES cystine binding
protein assay C{TD CL\D.
Bl BUFD 2 DOFETE DT 72 U TEET. LURD 3 BT THRET.
() YRFTTVIVRBBEEEVATVIVEER | (AR SBREBCYRAT TV IVBRZIRDICE
BIAEE(CHT, ZTNZNARABER™-, AEH | 404
Bz 10 FBICHIT TR L. BEDOEDIC | (BE) 5 mULTAERRDIE.
&, FABBEHDOBBERBICEBITUCENESSE | (CB) AHEICHDFIFRAEIC o IcE.
N%, &oC B—FEENTADEICEFETTD. BE & CHTHIBCDAEMEICK > TAHN
Q) VAT T ZUBEN 8 FRE CRENEYR) | 19D,
61 & 8 FELE CREEVE) 39 BllCHIIT
BEr L.
BRENE < JIL—=T51F (1) DR EEEL. c DI —T2HDER | RICERIFBEMT 152.1
cJI—TRF ) OFR 7HE GREDE | om (129~ 177cm), ZMHT 1421 ecm (105 ~
BEIEDIFIONKRED ol BRIFABLR | 164em) Thofe. 286l (33%) HRERILE
BUIEETIE 143.6 cm, BEBUIETIE 1547 | VEBBESIITTHD, FEREABENHE 10.0 %,
cm, BEPAENEYFCIE 453 kg, BEE | THERSHEIF 43 FTHolc. 58 FIDRERNR
YIB¥ClE 53.2kg ThHoTe. IWEVBEZSRITTULELOfe. ZD355 10
BlFS RF TP VBEZEZITTHST, 95
RIEF 1278 em EVRT P I VBEZERITTC 48
BID 147.6 cm & B U TEBBITIED .
T cJI—T2EDER 336 33%) HFY | « JIL—T2EDER | FETE 24/86 (27.9%).
(cQ3) 285 TR UTe. EEEBDYRTTIVA | < BB S MABAFDILTE 2140 (5.0%),

AREARE(E 2.1 £ 0.7 FTHD, &£FHE 676D
VAT T VARG 9.6 £ 09FTH D
fo. BEULEEEDLENBBEZZITTH
D, FHBBEFELRIF 113K Chofe. T
BHDEFEAEIFZEERITERD Doz, FER
(& 9 FINBMIE, 5 BINERESAE, 5 BIHIEIRES
BHiE (ZO5556ICHETES, 46CH
ADZEMR), 5BIDER, 1 GINESAE 3 4]
HPIRETTERE, 1 IO RRERR T, 8 fIH
[RERTBETH o,

c JIb—=THF (1) DR FAEHBHEV
[FEFTEXRGFENURE. Y AT VIRAE™S
HMROVIFEFRTERFEIMITHES Ul

cJIL—=TF 2) OFER: BEXRIE, AE
BB TIE 3061 (49%), HEBUETIE
3/39 (8%) LIAEEYIBIDIE SN D ofc.

ETEEHD 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%.

< SBERIIA S BMABE ClE, RAEBEOBKUA
BRIA S MU LB B U CHRTRIFEERIC
Ehofc. ULh USETH#RICEFED iz,

< SBERIIA S MU LB ERABRE S B LT
TERMEL, FBEFRICEFED ol

CFTERA VAT =Y APBRL(CEED .

< SEERRIA 5 MATHEFDIER 1 2/40 (5%), 161
HVRRZMAE, 1 BIDYERHTSRE TR

RERE S ML EBFDOBR 1535 (42.9%),
2 GINEEEE, 2 BINVRREME, 4 BN RSN
HRA, 160ER. 4 BFIHEE NEE(IC KD
mAZ, 1 HIH9HE, 1 BN RERBATIEL.

c BHEFRES CREBEFOER 7/11 (63.6%).
1 BIDEHTAE, 2 FINRRE, 1 BIAYHEE L,
3 BRI RE TIET.
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KEIBEATRL (ESRD)
(cQ4)

e JIb—T2EDER - 26 (92%) HERiIE
Z{1oCW5. 1 BEDBBIEDFFiEE
123 CHD. 4fIH 2B E 6fIH3E
P EDBEEZZITTVD. BBEZRITT
WIEW 8 BID S5 7 BIDFks(E 18 ~ 21 % C.
1 Bll& 27 I CdH ol

 JI—T51F (1) DR BeEL.

D=7 (2) OFER  AENEVEDOE
BABFHE 11.0 £ 32 EFHITEA LD,
JBEEUIEES 14.8 £ 46 MEEADEIEUTE.

o J)IL—T2EDER 1 78 6 (90.7%) HYESRD
[CHEBUE. 65BN 1E, 11HH2[E], 24
h 3 EDEBBEZZIFITND.

< SBERA S moRmATDIER | 32/40 (80.0%),
FHACFHS 134 T 4.8 7%,

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

* ESRD X CHRBEBFFDIER © 38/38 (100%),
FAEFEHS 9.5 £ 2.0 7.

< SBEIREIA S MAMBE ClE, FAFBCHRL
C ESRD [CFBBEEFBRICEN oI,

« SBEBHA S mULEBF CRBER ClEEdgh ofe.

* FIEFHSH ESRD EERDIERTH o/,

FRRBRIEREIR ME | (BB S AT U 7] BRI A7 UT]
(cQ5) L- FOFY VRFRELAZTO>CLDE. L- FOF Y UHRZEZITOCLDE.
* J)—T2EOER - 75/100 (75%). o BERDER ¢ 62/86 (72.1%).
* JIL—=THF (1) DR &L, RERA S mARmAFDMER | 2140 (52.5%),
 JI—T3F (2) OFER ABENEVBTIE | FESFRS 13.5 = 4.7 %,
53/61 (87%), AEEEYIEE T (& 22/39 (56%) | « 5L LEFDIER © 11/15 (73.3%), FIEFHES
CIRBEEYIBEDIEONAEN . 179 + 7.3 #%.
CEMEREX CRBEHDBER 3031
(96.8%), FEAEEFH#S 11.7 £ 5.9 7%,
< SBERIIA S RMABEI ClE, RABERCEEL
THRREEETEICHDEEFE,N O
UD UREFRCEFED oIz,
< SBERIA S M LB ERABH LB UTH
ERNERICIKLS, FEFRDELEUR.
ERRAERE(R A [BHDoZ47U7] SEHEL.
BUBETCTRANATOVEREEZITOT
W2#E, 7 MATOVDE T PIERERIL
£ (FSH) H'30 U/L LATFDA.
» DI—T2EDER - BHEDFH 39/53 (74%).
 JI—T2F (1) DR Z@EL.
DI —THF (2) DFER : EEEL.
TR EhRER WD AT U] WD AT 1UT]
(cQo6) SFINTF—F, FEORMUHDERDDDE. =FINF—F, FEORMAHDERNDDE.

RESE, BNESEEER D7 EEDH
HIRBETHEL EBBEREDE.

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

« JIb—="T51F (1) OFER  RERFAEABA 10
FRBDIHE(CF 12% THoI2BDH, 304F
DETHDE 0% [CHED. —FH, YATFP=
VIRRAZERRT &, AERARIIC 60% D=
FINF—DRBERNY AT 7= VIRAD 20 &
P ETIFREERE 0% (C15D.

c JI—THF (2) DFER : ZEEL.

B FRBIE, FHLELECH MNeE 2R,

ZOMRERZEZH TR LS.

c T —T2EDIER 326 (372%) DR
FEREDEN T A/ F—(F 22 6 (68.8%),
B TEE 17 6 (53.1%).

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

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

CEMEREFCRABEFHORBR  11/18
(61.1%), FEAEFHE 21.9 £ 5.5 7.

< SBERIMA S MAMEI ClE, RAERCHRL
THRHERICHEDEERE, /. LAL
REFHEEN o

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

(<)
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(Fix)
AR T (BHDoZA47U7] SEHEAL.
(cQ7 FitsaEIRE [(BAOUMEE (FVvOo), 1 WEE
IS AE (FEV), 2fEE (TLC) SKU—
B {LERSRATILEAE (DLco)] DMFRIED 80% LU
DA,
* JI—T2HOER 53177 (69%).
« JIb—="T51F (1) OFER  RERFAEARBA 10
FEXRBDESICIF FVC B FANED 86% T&H D
fcHOn, KIRABBENA0FULETHDE
56% [C1ED. —h, VAT P ZVIRAZRRA
UEHFELTWVD 53 BITIF, IRAHEN 105
Kt CddEFVCIFFRIED 54% TH oI
O, BRAHARINY 10 FELU_ED 24 BITIE FVC (F
83% Cdhofc.
c JI—T5F (2) DR ZEEL.
HERTR WD SATUT] [BDoZ47U7]
(cQ8) YERIF CA >~ A VBEDNN IS, YRR CA VA BREETO>CTVDHE.
* JIL—T2EDMER  24/100 (24%). e JI—T2HDFER - 48 il (55.8.%).
cOI—TnF (1) OBER: VATTIVZER | BERIAS mAEFDOER | 1140 (27.5%),
BAUTWEWESIZIE BREUTWEWERE | FEFH 17.6 £ 6.1 5.
HMEVFEERKRICEET D, RRABEN | - AERB S MU EEORER | 1117 (64.7%),
10 EXRTBDIBEICE 4% THoBDH, 30| FAEEH 21.6 £ 10.1 7.
FULETHDE 0% (CIFD. —hH, VATV | BHEREFCRAEEIFDGBR 26129
S VIRAZERRBT D&, BRFRISRAB-EN | (89.7%), FAEFH: 144 £ 535,
RVWEEEMICEATD. YATTFIVEE | « BERMIB S MR ClE REEFEIERL
ERB U T 10 ERBOERBIEERIF 28% | CHERBICHEDEEFBERICED 2. L
THBDDICHU, 20 FLLEABAELTLND 54 UREFERICEFED ol
DFRAERF 0% TH . < SBERIA S MU LB E KRB S B L THE
 JI—T5F (2) DR ZEFL. ElFENolc. UL, BEFRICERILED D
fe.
2SRRIV AT T I VRBEERKB LIS
BICEELTIE, BRARZSOCAHEEFEL
TWiEhofe.
BHEDESE 8§ DDIEBUEDAEME (FIRIRIEAEIK TIE, 3BCBVT S DDOABHE (ESRD, FIRERHE

fitgER 2, WNES, =4/(F— RERE

mEDAMAL, ¥ERK, KBKEEDAKL) O

BEMIC DO\ TR Uz,

 JI—THF (1) DR Z8#@EL.

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

REIE T, TBIRR, WEEER, L) ORE

BITOWTHRET UTe.

c JIL—T2UhDER 86 HIDS5, 5HIHGE
HHEO0 (5.8%), 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%), 16IK's (25%) Thole.

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

s AHERIEF CAHRABEHDESR (38 5ID35,
26I0Y 1 (5.3%), 161HY2 (2.6%), 116103
(28.9%), 14 BIH* 4 (36.8%), 10 BIHY 5 (26,3%)
Tohole.

< SBERBEBHANEVE EAHEDESRTA
BThofe.
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(i x)

ZDMODRFEEEIR VAT T ZUBEE 20 FLEToTVES A | «c VAT T I UARERZ 25 RUBICHB LTV
&, HBR®, ZA/\F—, ETFEhofk 9 1258 (5%, FHFER 2145 FAEFHEICE
BUSIEEMEDEHHEN TS L, TS 18 ~ 215 T, BEUEN oz
VAT T EZVDHGREHEIE 13~ 19FT&H> | » CKD TlEdDHDD ESRD NHETT UL TULEL
fz. 9 fih 3 plIFBBIEZSZIT L. 9.3% (86 BIch 8 B, HhRfE : 21.0%, #FE :

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

THZRDBRTE BHENLREME. BUCEECHINE | BFENTERSEMR. 1960 FICEHRZIE
DOYEICDOVWTCIFERTHD. FSBELRE | NCBEICBEWVWTCE, £F/N\AT7ADPEELT
UCWSIYRT7PZVDEDEFO>TVD. WD HABEMEN DD, ZRIEADMER, %HIC

S NICBEDES FHRENEICEMLTUL
DTEDHEZISND.
f&ism SBREDYRATF /=Y ABEGHRABICHKL | « VAT T I VRBIEEHEDORERRZES

BEMECKECROBENZEICOT. REE
DYATTFIVRAEINSZENT D.
VAT T IVIRAE, FERPBBIEDIREIC

B BUERZERELRL.
s VATTIVIRAR, BB TEDRITEL
BIAL, EEICOICOTHRITT 2 NETHD.

Bhod, INTCOIYRTF/—VRABEICE
BENBINETHD.

1

SERRRERE, ERIA,

Gahl 5% D&st
Gahl 520, KE 1 EROBBERS 25 ) — 3 ZBZ 100 flOERIBIC K%
I AT itEREAR A, HUIRBABRBEIS TE, MEERERE

AEBEEOR) FEDOEIHERKE (BREEAE) 2 EI2o0wT, YAT77 3 VIRH
OGN & 2 FSRESEE 12D TR IS RS L 72,

BEREI NIz AT — 2 AR 100 Bl O KL - BRAE 92% (92/100 1), HUIR
PR RBIR T RE 75% (75/100 B1), VERREEREAS 2 (BYEDOR) 74% (39/53 1), Mtk
HEAN4E 69% (53/77 f81), Wi T B 60% (58/97 B1), 3 7 7%F— 50%(50/100 1),
a2 L AT 10— )VIE 33%(31/94 ), #EEAE 32% (32/100 1), 1M DA KL
31%(16/52 B, HEIRIE 24% (24/100 1), KM K2 & @ H IR AL 23% (22795 1),
FETC 33% (33/100 f1).

RGP 2 0 ~ 104E, 11 ~ 204, 21 ~ 30 4E, 31 ~ 40 4E 12451 C, BEIRIH,
ST —, A E D EHEDFRERRSLIL R LM Lz & 25, KRiGHE
HIMARWIZE, AIHEDSIERRLILTEITHML 7.

EFEIIMZ 0~ 104E, 11 ~ 20 4E, 21 ~ 30 4F, 31 ~ 40 £ T, BERRIA,

AT —, MEREAEOSIHED BIER LI TR LMt L2 & 25, HEY
H2AEWIZE, HEIRE, I 47235 —, JitEiEAN 20 G IHEDFIERRLIL =L
WA L7z

KIGHIE 25 20 L ETH % 48 BITIE, WERIE, I4/5F—, FETB LU
WANENZ 7 DEEX, ZNEN38%, 3%, 48%, 81% Th-o12. —J, VA
F7 I VR 20 ED R L TV B S BITIE, R, A5 F—, BT
WCHRBLE IR, BEOHRALEIZ > 2ER 10THho72. T2, 96
PEEIOEIEIITREL TBHT, TNODOFEIT 18 ~21 %, ¥ AT
73 BRI 13 ~ 19 R (P 16 £ H) Tho 72, 9Bl0 ) & 3 FITE

f29
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FoA & AT L T\ 7z,

< HIEHI AT 8 ARG O HE GRIEABUIEE 61 51), 8 4F DL B (G #8 U) 7 39
BICHTC, R, RE, BTRMETE, L A7o—)ufE, FURRRERET
FERHEEZRET L2 2a, R, AEIIBEEUH IV BmLz. 74,
YT CIE 8 BIATE AR T L CB ST, BRBMEIGT L/ -HEOHET
b EBAEHGDS 3.8 AR o 72, GFE YIRS E R L L T, HUIR
BRI TEDFEFR R EEIMEL, IV AT UES KA 572

o LRLO 2 #ET 8 DDA UHE (AR BB T E, FibkeA 4, WETRESE, o4
8F—, HRE, M OAKIL, BRI, KR E DA KAL) O FEHEE % s
L72L 2h, IBEAEYE TP EIHERERA 4.0 THo72b DA%, #Y)
HCl22ThHore.

RIBFEOFEER Y A F ) — 2 20%, BAIIC IR 2 S HERITE T O R &
b, VATT I VORI, ERCEBEOREIC22DLT, IRTOIR
F )=V ABHEIZEEEINLRETH 5.

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

DO EHIMNIC e SERRREREE, BERE, MREHRE (I AT —, WTHREZED),

FURIAR RN TIEF O SIHESCHE (R EAE), JBERREE, YATT IV

Nk OBRIGREIIC & 2 SEAEEE, FEIE AP in & 3 #F QR BIAG 5 moRIRE, (G

G S DL RHE, RIGIER) IS0 CET Lz 72, A7 T~ A — i EfE

LT, SIEOHRE A7z

VAT = ABH 86 BIOREENE, FHER 267 (5 44 &, a2 k), I
RIEAS 12 B, WEEOFIER L 22 5, REDO 7+ 0 —7 v THEHIL 267
=70 THhorz. 1SNV ATFTIVEIRALTBY, BERIGFERIT Y
9.9 1%, FHRHMMIX 174 £ Tho72. APHEDEI AL, ESRD 2578 i, H
RIEARREIR TIEDS 62 B, HEIRIRAS 48 B, HERHREN 2 I TH - 72,

 HHBAG S AR TlE ESRD OFIERESFERIIHA L, BIEFIH L EL o
720 EH02, HURBRBEREIRTRE, BERRAE, R O TSR #2512 <
o7z,

o THIEBALG S DL ERECIE, RIGHREE L L T, BERE S HUIRBR B AR T E O
FERENLF WA L7z

CHETHRICH LTI, VAT T I VIHERETIIEIET L.

* 5 OOAPHE (ESRD, HIKBEARREACTAE, HERAE, MEHEE, LT O
FRER AR L7 L 2 A, RIS S AR TIZ 2 THo72b 0N, 5D
LETIE4THoz SHEARMBEOFTEED 2\ 5B, 3T 2.5 i
\ZWERE B L T,

o 2B (CKD) Tldd % & DD, ESRD 24T 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 mEAd (FPUMiE 5 1.5

JY=HANIIZF3~(CQ)

BT AT T I R E B L T,

VATT I v OMMIE, SOHEDIEHE R T R ISER Y T BIE S, LT

BLHWF S VAT7 I VIRAE, BB RCECBHIEL, EEICD

2o THEL S 2 RETH 5.

RFRR - sZICUREZXRER)
1 PubMed(#8ZFE 2017 E 11 B 7H) RFHE : 2581

BMERHER  OAYTFI)V VAR, YATFITFA v 7LV a—,
TRV Y2 — 19 fF, QERRIIZE, E5ge 36 (O L oFHRL), @F oo

RSk 67 1R (D, @& oFHRL).

THETANITA >,

No. (EE TRERE

#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]))

31
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#17 | (#14 OR #15 OR #16) NOT #13 36

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

2 EdRSEWeb(BFE2017F 11 H78) BFRHR 2561
WFER DAY TFY)V VA, VAT T A v 7L a—, WAL T4,
ML 01, QERIRIRZE - SR 1 1, ®F DMty B SCHR 0 1.

No. (ESnY R

#01 | Y AFVIE /TH 71
DAFUREITA or YV 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 B8 /TA or TRl /TA or ££55 /TA or JES /TA 696,790
or &1t ITA

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

400 #8and (XY 7FUI A MHor VATYT 4 wI L E1—/TH or 225EHA R 0
A/ /TH)

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

11 #8and (AT FPFUIZMA or YVATIT A wIUE 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/ LbHLEEER) 0

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

#16 | #8 and (BZIAZAFIE /TH or BEMIFZR TS A > /TH) 1

#17 | #8and (RD =#5 >4 L{LHEEER , LLEIFZR) 0

#8 and (FZHAZT /TA or BRIFRZE /TA or £RERIAZE /TA or HEATIFZE /TA or
EIEFAZE /TA or FEGIKI BRI FT /TA or HIEEINZT /TA or J7h— NS /TA or 1B
18 BBRZT /TA or BITEIARZT /TA or T ARRZE /TA or RIRAIBEIERZT /TA or WA '
%% ITA or ZHEsR LIRS /TA or J{AOw S TJOI T b /TA or 1Z45HE /TA
or BEPRELER /TA or 25 14E5LER /TA or 25 11 #85LER /TA or 55 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
FEER O CDSROME (279 v L ¥ a—), (2 CCRCT 8 1 (Mhisxt iaztER) .

BRI RIS

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



JUZANIIZF3(CQ)

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

133
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ca3

YATFTPIVORARK, EHTRENEIDIN?

\l

g

JRAF =V REEZMSNEHZEICIE, CTEDRITRERRICI AT 7=V DIRAZEISE
THEEEL, IETVAUARIC)

)T

VAT =V AFRINIBEAE Y IIEL, FRIIARTH L. HRAHMIIZET
X, SWETICVATTIVERRGT AL, B TFRPAREICUET L Z E20R
SNTVD, SEURICVAT T I VERBLZGETYH, RKEENIVLER

WM FHEATEE L T,

Brodin-Sartorius 5>’ O TlE, 86 BIORFEHH 15613 A7 7 I ik %
ST 72 CEIIEERMGER L 9.9 7%, SFIMGHIIRIZ 17.4 4F) BT HAIIIZEIC By
T, SEEMCTYAT T I VHFEZBB LGN = 40)1%, REFEEG = 11) &
HELTAHE(p = 003) ICEHEFEL TV, Z1UE, SmUBICEEZRBL
78 (n = 35) & RIGEREM T O FERICH BEDA SNz (p <0.05). BAMIZIE
30 ERE O AAFERIE, SR CRMA, 5L TR, REEOTEIIBWT, £
NZNHI 90%, 70%, 20% T - 7-.

Gahl 513, Y AT T I VIEBRE DTV AF ) — 2 ZAEF 100 HlIZOWT,
BOHE L EMFHREAFEM L7, VAT T I VEHEET 2T TR WA 20 4R D
FOBETIIEEDN48% THLH DI L, Y AT T I V{EHE 20 FL B2l
TWLBEZFOHTERIZI 0% TholzbHBHELTWE. VAT =Y ADEGT 4%
AUETDLLEEONLERTHLLOD, HEZIRHTHY, 74745k
2T TR W 20 £ &, HEE T 20 F O TCHRIIERILE TE 2
vy,

[RFRR - BZICULEITRER]
1 PubMed(#EF 2017 £ 11 B 7H) SREAE : 28K

MBERER  OAYTFIV VAR, VATIYTA v VEa—, BIETAFITA
KL ¥ o= 3, QERRIIZE, EEUE 7 QL 0FEHERRL), @O0
B 7 (O, @LDEBE).

No. R IRERIE
#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=HANIIZF3~(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 ERsEweb(18FE2017F 11 H78) BZ=HR : 251K

BMEER  OAYTFI) VA, VATYT 4 v 7L a—,

A0 1, ORFIRITZE - ZEWZE 0 1, @2 Do B STHK 2 1F.

LHTAFITA >,

No. RE REBHH

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

#02 E s - 63
ITA 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 X)L TH =~/ ITA

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

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

#06 | TR /TH or LT3R /TH or 4173 /TH or £ 947 /TH 154,630

407 TEJREE /TA or TEEEZE /TA or FETZR /TA or 4773 /TA or EZDHT /TA or 77 50,059
#R /TA or 3B /TA or &6 3% /TA ’

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

[35
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36

400 #8and (AFFPF UV A /MHor VATYT 4w UEI1—/TH or E2EHA R 0
A2/ [TH)
#10 |#8and (RD =X 7FUI R EZEHARSAY) 0
11 #8and (AY TP FUIRXITAor VATIYTAwILE 21— /TA or 2B HA R 0
SATA)
#12 | #8and (PT =#45%) 0
#13 | #8and T4 LGSR /TH 0
#14 |#8and (RD =24 MMELEE R ER) 0
#15 | #8and (S LMELLEEER /TA or IEA{CHERER /TA) 0
#16 | #8 and (BRIAZNFIE /TH or BFBIIZ T U1 2/ /TH) 0
#17 |#8and (RD =#T 45 NMEHEEER | LLEZR) 0
#8 and (BZIZT /TA or BFHIIAZE /TA or ERERAAZE /TA or FERTIAZE /TA or %
TR /TA or FEBINSFRIFZE /TA or BIGITIRZE /TA or J7R— NFZE /TA or 1B
17 BIAZE /TA or WIEIFAZT /TA or 7T AIHEE /TA or SRERATAEIETRZS /TA or AR 0
%2 /TA or ZHEERHEEIAZE /TA or /A Ow M TJOY T b /TA or EZAFE /TA
or BRPREER /TA or 25 1 485808 /TA or 55 11 #850ER /TA or 55 111 AHEER /TA or 28
1V 1B588& /TA or 7 O A —/\—H5T /TA)

3 The Cochrane Library(#&52 2017 £ 11 B 7 H) 1&5REH : 25K
MR  OCDSR1 (32 5 v L ¥ a—), @ CCRCT 1 1 (Jhigont i itER) .

No. R TRERIHE
401 Cystinosis - ti,ab,kw OR Cystinoses : ti,ab,kw OR Cystine Disease* : ti,abkw 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=HANIIZF3~(CQ)

CQ4 | YRAF7ZVORAIF, BERGIVISESBIEFREEESEDH ?

R
BHICYRT7IVORAZRB UICHEICIE, BRBERE (BT, BBE) DEA
EEESED LN TEDHEEE 1L, TETVALANILC).

(% ]

VAF ) =¥ A, Manz 52 O HRIEOTZE T, EEBEOBEIT 4 %EL
DIME 2 L7 F =D LR 250, #5% 137 10 7% F TIORITEA 4 (end
stage renal disease | ESRD) IZFE % & fiiF ST 5. /KA ESRD HE DK 5% %
5 ©® M #5557 12, ESPN /ERA-EDTA L ¥ Z » 1) — (European Registry for
Children on Renal Replacement Therapy Registry) (2315 % 20 &% At 0 /N EHT 5] D
] 0.9%24>, NAPRTCS L ¥ & b ) — (The North American Pediatric Renal Trials and
Collaborative Studies Registry) (231} % 18 %A O/NE BB ORI 1.4% \ZHifT S
NTWBY . BERHEGE N E BB DR 2% 12424 L, USRDS2016 (Unite
States Renal Data System2016) |2 & % &, F35 12 3% T ESRD ~E17T L, 14ELDIA
12 67.4% DIEFREHEE AT STV 5%

VATFT I VHIRBIRE TSNV ATF ) — Y ABRBEOETRICET A%
X, TETYALNVOEBCIIRIZIEFR ISR, B oak— MiEIZBW
TEFHAUET B LRI 5N TS, Brodin-Sartorius 52" 25k — MNif%E
T, VAT /) =V ALBWE N7z 86 Bl 48 BT A7 7 I Y IGED AT S 1,
HETEGEBALARE 5 R (n = 40) & 5 LI (n = 8) 12471 4172, ESRD
NOFEATI, 5SREMOIGHREDS 13.4 £ 4.8 )%, 5 LB )9.6 + 2.6 7%
&, RINGHEBAGH CHEICELELZ(p <0.05). BUEELETEHL 0D,
ESRD AT LTV 7212 9.3% (86 I 8 5, Fioefif 5 21.0 i, #EPH 5 15.2-28.8 %)
DEEE, T_T25 MR (hRflE 15 T AT 7 I ViBEZHBLTY
2. hT T AN M TIE, SR OGEREIZ B\ T ESRD ~NOH#ETT 2 H
FIZIES 72 (p < 0.0001). Greco 52 DL TIZ, HBBAEII %2 2.5 5% A
DEHERE(n = 11) & 2.5 IO RERE(n = 10) 12401F, 2.5 MK O GHEEEC
H VT ESRD ~OHEATDH 2B IEX 72572 (p = 0.006). Gahl 5 D% 51
WF7e L, GRBGHTIIES 2Tl R WS, AHRITIE % 8 RO BER(n
=61) & 84ELL L DEEN: (n = 39) 12501, BRI OERERITL TS, 8
EFRM O EF OBEERIL 11.0 £ 32 M E BHNTEA L7245, 84EL LoEHE
T 14.8 £ 4.6 L EADSRIE L 72

PDEo Xz, BV ATT7 I YoOlRBZRGLEEICE, Y AF /-2
ADEFHREUESE, BABBEOLE AR % 2BIE S50 5E1H 5.

g%
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SYZANIIRF 3~ (CQ)

[BRR - BZICUEIREN]
1 PubMed(#F 2017 11 B7H) SREE : 25K

BEER  OAYTF) VA, YAFITA I L a— BETA KA,
HRL B a— 25 1, @BRRIEFZE 11 (O & 0EHEER ), OFEF%E 19 #4(@,

@LDFEHEL).
No. 1RERT TSR
#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 5071
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(BR2017FE 11 A7H) WHXRER : 25K
MEERE  OAFYTFIVA, VATITA v T L a—, BEHTA R4,

38



AL 0 1, OERRITFZE

JY=HANIIZF3~(CQ)

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

<).

No. R R

#01 | Y AFJE /TH 71
DAFUREITA or YV AF /) — X TA or V AF VBEIE ITA or VY AF 2V EBIEAE

#02 . R 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 BHEAEIRE /TH 253,096
BT ITA or BIEFZHE /TA or BFEHE /TA or BREEE /TA or BAE /TA or BlE#LEE

#07 . 227,620
ITA or BfffEE /TA

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

400 #8and (AFT7FUI A MHor VATYT 4 wWILE 21— /TH or 22EHA R 0
A~/ ITH)

#10 |#8and (RD =X 7PFUIR  Z2EHARSAY) 0

411 #and (XFTPFUIRXMA or VAT T 4w I UE 21— /TA or 52EHA R 0
A/ ITA)

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

#13 | #8 and T/ LMELEEEER /TH 0

#14 |#8and (RD =24 AMEHEEER) 0

#15 | #8and (S5 LMELLEEER /TA or BIEA{LHEREER /TA) 0

#16 | #8 and (BEZIHZNFIE /TH or BRMIAZ T A > /TH) 1

#17 |#8and (RD =#5 4 LB ER | LEEIAZ) 0
#8 and (FBFHZT /TA or B BIIAZE /TA or ERERTAZT /TA or HEWIRZE /TA or #
BETHZE /TA or FEBIFIFRIAZE /TA or BIEIEIAZE /TA or J7R— NFIZE /TA or 1B

18 BRERZE /TA or BREIFRZS /TA or T ABATE /TA or EIRAIBEMERAZE /TA or AT .
%2 JTA or ZHEsRHLEINZE /TA or /A 0w M TJOJ T 7 b /TA or EZAFE /TA
or BRPREER /TA or 55 1 #8588% /TA or 55 11 #8588% /TA or 55 I AB5ER /TA or 55
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) 125 : 251K
BFERER - OCDSROF (37 9 v L ¥ a—), @ CCRCT 6 4 (Jhint FEaER).

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,abkw 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=HANIIZF3~(CQ)

CQ 5 | YAF7=VORAIZ, PRIFEEE TEORERETICERD ?
S
YAFTFIVORAZ, BRBEAEE TEORERAE TS, REFREBTESE

5. BERBRIEENEVGE, BREEEEE MEDOREXRDE M REFMDELICH
HCTHBDAEEL, ITETYAUANC).

}: .-

VAT =Y ADEWEED 1 D TH B FIRREEIKTIEIX, A7 7 I ViH#E
FAPDAVIAIE, 5~ 10 L BRI RET 2" (BQ2BIR). HHR
B TROBIO, 745 71E L F 0% > VTS E o TV EE L
VAFT I VIR X A ESHOKREICIE, AT T I VIR ERRHIZBITA
FERERPIEREE R 2 FEEIC L 72, Kimonis 52X 12X B L, Y AT T I VIBEHG
Gl & IR S AT > CHURIRBE I FIEO R A MAS L2 & 25, &2
77 2 VIRARGERAR < BN L TV BETIAER MR > 72, Gahl
5% VAT T I VIR A YIS o TWARETIE, AR L i L CH
IR REAR N E D FAEHR AR A - 72 £ Hi LT\ A, Brodin-Sartorius 5271, ¥
AT T I VIR S MR, SmLLL, SRIBEEEICOT T, RIS RIS T
DFFER L BEFRERAT L2L 2 A, Y AT 7 I Y RIRA L7z 2 B AKiGHE
YIRS L7, F 77, 5 BRI SR DRI L 7.

Vb Y, BB AR IE Y, FURB R PR BRI TR, %
SEAE M SEHE S8 5 THENED D B

1 Gahl 5 D5
Gahl 5%, KE 1Rz OBEEEM Y 2F ) — 2 2 EH 100 BloFHH I K
S, OMERE, IA8F—, MiREA S, HIRIRASEEIC T AE, MR R4 (B
HEOR)HEOEHESCHE (FREAE) 2 EI12OWT, VAT T I VIRAOEE
AR & 2 SERERE OHER 12D W THRT L 72,
c VAF ) = ABBE DR T IR BRI T AE 75% (75/100 1) .
o IR AS 8 SEATH OB CHIEAHYIEE 61 B, “FI9ERIL 264 * 6.0 7%, T
BN 2.0 £ 24 4, “PIRGEMMIL 244 £ 594), 8ELL LOFEQE
FE IR 30 B, TIHERIL 25.8 = 7.3 5%, PGB 151 = 544, F
WRGEEIIENL 107 £ 101 ) 12500 CHIRBMERER TEA M Lz & 25,
FHDR B B A T JE 00 S8 38 Ll U V5 P C U 87% (53/61 B1), Y IG I BE T U
56% (22/39 f) & G EITE CIRA o 72,

FURI BRI TE O ZSESRIE, Y AT 7 I VIRHIASEYITH 5 LA L7z,
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2 Brodin-Sartorius 5" D&5t

Brodin-Sartorius 57 1%, 75 ¥ A 2 figk O BRI ER S A F ) — ¥ A BE 86 B
DEMIMI L S, BERAE, MEHEE (I 437 —, WTREELXES), HUIRR
R TEFOGIERHRE (BREAE) 2%, VAT 7 3 VIR OBGERE]

(2 & B EEREMREE, SRS A 3 B QR BALG 5 AR, WGBS DL LR,

EERRIGEE) ST TRE L. $72 75 <A —iz#EH LT %

FEDHER & 272,

VAT — v A 86 BIOKEBIE, PR 26.7 % (V44 %, 42 4), I
WRISEAS 12 B, WTHEOFIER L 22 5, REDO 7+ 0 —7 v THEHIL 267
LTOMThHorz. I5FANTVATTIVERALTBY, BBERIZTFYE 9.9
ik, FERAEIIZ 174 £ CTh o7z, FIRBBEREIC TR 62 #1(72.1%) TH >
7.

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

o FURBRBEBRAK T RE D FEESIL, IR FIA 5 R HE & GBI 5 s DL BRI,
FIEIE L B L ¢, FHHICEA L7

o FUIRIS PR BRI T AE O FEREF L, GBI 5 R ARm A T ARGHREE & i L C
B o7z, HERMG S L LR CIE RGBT L LI L CEP R o 72

VAT T XV ORAITHIRBA R T 2 & O A IHEDSSERH 2 Z 54, It
TR L. VAT T7 I VIR, DNEHMOZR X EWEENICEBL, £
FEIZh7zo Tk T 5 RETH 5.

[BRFRR - 8Z(CUEZRERN]
1 PubMed(#8ZFE 2017 F 11 B 7H) S35 - 251K
BMERER OAFTFV VA, VATITA I L a—, BRI FI1 2,
SRRV ¥ 2 — 4k, QRERIRITZE, JEFIIE S QL 0EHEEL), @ZFDMmoH
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 | #8 NOT (#12 OR #16) 6

2 ERsEWwWeb(#BFE2017F 11 H78) BEREE 251K

WBBRER  OAYTF) VA, VATFITA v 7L 2—,

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

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

BRITANTA >,
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SYZANIIRF 3~ (CQ)

CQ6

YATFTT7IVORARK, EhERE, BNETOEECHEZD ?

HER

BERBIFENREVNGE, BiEf HHE B LU MNESFRIEXRDE MR FLL
DIEECHER CHD H#HREE1, TEFT VAU C).

)T

VAF ) =V ATIHEREEOERE LT, HRANOY AF a0 LD,
24 ~ 50% D HEFH TR I A /8F — % 5HET 52, mHENOETEDH
EEHIET 251 &R, $72, 60% OBE A TERFEEIC X 1) T K
HELEAREEL X29Y. V2AF ) =Y AOHIMETICH LTI AT 7 I v 0%)
RAEBGT L72Z TV ALV OEWITRIEIEFE 2D DS, O % BT
RTYATT IV ORMEBENAL L OCEHHSGI2EY, HETOFICRhE
I DT EHRENTWV S, Brodin-Sartorius 52 D% FHIHIZRTIX, SHET
WY AT T IV ERRIGT 5 L MREMEROSIEDAE ZIZYE L, 2.5 A ChH
1 L 7260 CLIARRAAE IR D FEREIX 520 72 2 o 7.

L72h3oC, YATT I yORGIIHZEM, MK TOREREZHRT S8, 5
REAE S % MR IE S8 5 W REMED B 5 .

Brodin-Sartorius 5 213, 77 > 2D 2 fiFIZB VT, 1961 ~ 1995 4E |2 AT
J =T A LB S N7z 86 BID LN EE CFI4EH 26.7 1%, “FIGHE LA 9.9
W PGB 174 4F, P70 —7 v TR 24.6 4£) 12 BT A GRS
B O BHEDIIER % T L7z, 86 BIOXTREH 75 BIA Y AT T I Vi
T Tz 86 Bl 32 B (37.2%) 534 23.3 + 6.3 ik (ULl 5 259,
PH 5 7.0-35.4) THIEEA B R FRIE R 22 h & v o 72 HIHREIR D &) 2 REEL TH
D, 09 H I /8F—132211(68.8%), WM TREEIL 17 61(53.1%) TH - 7-.
IANTF =D T4 T T, FEORMGOHEMEEHDETHoTz. 5HE
WiCY AT T I G MG L 72 BEO MR B O FERESIE 40 B 6 51 (15%,
PR ARG 17.8 £ 5.25%), 5L CHE % fan L 728 Tl 28 fld 15
(53.6%, “FIFIEMFHGIL 26,6 = 5475%), RGEHTIX 18 BI% 11 61(61.1%, F
YSREAE RN IL 21.9 £ 557%) Th o 72 GBS M ARW R ClE, 5T
R BMG L7 BEB X OSRIGIEHE & Il U CHi e B 7 280, B X OSESE
Bl I A RIS o 72, S LI TR L BIG L 720 & RGIHEIEM CRE 2 213 7%
noiz,

[RFRR - BEICUEIRER]

1 PubMed(#F 2017 FE 11 B7H) SREE : 28K

BEER  OAFTFIV VA, YATFITA v L a—, BETA K51,
THRL ¥ — 41, QERIRITZE, ESIIE 74 (QL0EHEEL), OZF0MmoH
HICHK 8 (D, @& DEMBEREL).



JY=HANIIZF3~(CQ)

No. 1R TRERHES

#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 EdiEweb(#@F2017FE 11 H70) 25 25K

MZER  OAYTF) VA, VATFYT A4 v 7L a—,

A0 1, OERIRIEZE - ZEWZE 0 1, @ DAL BIESTHR 1 14

BWITANTA >,

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

/TA or B4 AF VIE ITA
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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— ITA or B FHEEE /TA
#08 | #5and (#6 or #7) 1
40 #8and (XY F7FUI A MHor YVATIT A wILE 21— /TH or 32EHA R 0
A~ ITH)
#10 |#8and (RD =XFT7FUI R 2ENARSA) 0
11 #8and (XFFPFUIRAIMA or YATIYT 4w I ULE 21— /TA or 52HA R 0
ZAITA)
#12 | #8and (PT =#35%) 0
#13 | #8 and T4 LMEHEGEER /TH 0
#14 |[#8and (RD =54 LMEHLEE ER) 0
#15 | #8and (T4 LMELLEEIER /TA or BIEALLLESGLER /TA) 0
#16 | #8 and (BTN /TH or BFRIZ T U1 >/ /TH) 0
#17 | #8and (RD =#5 >4 L{LHLEEER , LLEFZT) 0
#8 and (BT /TA or BERIIAZT /TA or EREXIFZT /TA or FiEEIHHZT /TA or
AT /TA or IEBINTFRIFZE /TA or BIGITHAZE /TA or J7R— NFZE /TA or 1B
417 TFIFZS /TA or BREITAZS /TA or 77T AIAZT /TA or SEIRETAEIAARZT /TA or WA BRI 0
%2 /TA or ZHERHEREINZE /TA or /A Ow b TOY T b /TA or ©ZAFE /TA
or BRARELER /TA or 25 1485058 /TA or 25 11 4B5ER /TA or 25 11 AHEER /TA or 28
1V 1B588% /TA or 7 O A —/\—H15T /TA)

3 The Cochrane Library({#% 2017 £ 11 B 7 H) 2ZFHA : 25K
MEER D CDSROME (2275 v L ¥ a—), @ CCRCT 0 (JLissxf iaatEs) .




JY=HANIIZF3~(CQ)

cQ7

JATTPIVORAR, MR TEORERETICHEND ?

1

HER

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

(7% ]

VAT — T ABE ORI, EEE LT 90 o v AT v hERK
LTw 7™, iR T & MO ETICIIMEEH 5 2 L, ¥
AT — T ABEIBIT DR E I, WEROBER L W) XD, T
WG OREEIGERT 2 L Z 2 5NTWw5EY . ¥ AF ) — 2 ZABEBOMBERE T 5
W LTY AT 7 2 O EE#BE LRIEIERICIRONTEBY, 1 20#%)
MARFZEIC X ), BiREE TR Y A7 7 3 Y RGBT EWVIZ ERERB X
CEFEEIML, Y A7 7 I EENESEY TS 213 ERIEREIWAT 5 2
EDVRENTW S,

Gahl 513, KED 1 fif%IZ BT, MRERE % HifT L 72 69% (53/77 1) 7%
MHEREAR EZ IE L T2 e WIE LT b, BitgEREDBI 2 54 71 714,
it e A [ G i & (FVe), | B DA & (FEV,), i & (TLC)
B L O —mAb ik L EEE (DLeo) I 25 FHMED 80% LT CTh 25 E Lz, &
AT T XV ARGHIMEAY 10 4F K0 (21 1) TIEK 30%, 11 ~ 20 4 (18 f) TIZH
70%, 21 ~ 30 4 (28 B) TIE#Y 85%, 31 ~ 40 4E (10 B) TIZHY 90% HSHiti & FEAS
EEBEL TV —F, YATFT I VEBEEM D10 F K50 (53 6) T
80%, 11 ~ 20 4F (20 Bl) TIZH 45%, 21 ~ 30 4F (4 Bl) TIIHI 2% TH - 7-.

L72ho T, Y A7 73 VAL, HEMESENTS 213 EHikEER 203
FEESZ NN S, FHEFIZ BIE S WERENH 5.

..E-Iél;

BRFHX - SEICLEITREN]

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

WERER DAY TFI VAR, VAFITFA v 7L a— BEITAFTAL
WAL Yo — 1, QERRIFZE, EEE 2 (D& 0FEHEE ), @ 0ftioRs
HICHR S (O, @L 0FEEREL).

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 ;
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 ERsEweb(BFT207F 11 H70) BFER 2561
WMZER  OAYTFY)V VA, VATFRTA v L a—, BWIA VT4,
01, QBRRIFZE - L 0 1, ©F O ftiod B ESCHE 4 174

No. R TRERIHE

#01 | Y AFVYE /TH 71
DRAFUEITA or Y AF /— X TA or Y AFVERE ITA or  AF VEREIE

#02 oo 63
ITA or B2 AF VIE ITA

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

#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 MFIRHEAEARE /TH or ITIRIEE /TH or BEREIFELAIE /TH 172,511

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

#08 | #5and (#6 or #7) 0
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#09 | (#3 or#4) and (#6 or #7) 4
4o |0 and (XEFFFUVAMHor VAT T 4 v I E2— TH or 2FAA R 0
A~/ ITH)
#11 | #9and (RD =XF7FUIRX B2HEHARSAY) 0
412 #9and (AT FTUIVRAMA or VATIT AV IUE 21— /TA or 2B/A R 0
A/ ITA)
#13 | #9and (PT =#45%) 0
#14 | #9 and 54 LMELCEEER /TH 0
#15 | #9and (RD =T /4 LMELLEGRER) 0
#16 | #9and (5% LNMELEGER /TA or H{ER(CHLESER /TA) 0
#17 | #9 and (BFIRZAFIE /TH or BEMIAZRT T4 >/ /TH) 0
#18 | #9and (RD =#5 % NMELEEER | LLEHZR) 0
#9 and (BFHRTT /TA or BRI /TA or £RERIAZE /TA or HEATIFZE /TA or %
EIETEE /TA or SEBIXIERAFZE /TA or BIBIEHIZ /TA or J7h— ML /TA or B
410 BIREFF5T /TA or BRTEIRAZS /TA or T TSR /TA or SRIRAIAEMEIZT /TA or WA THA 0

%2 ITA or ZHEsRHEINZE /TA or )4 0w M TJOJ T b /TA or ©Z2AFE /TA
or FRPRE1ER /TA or 55 1 1HEER /TA or 55 11 ABELEE /TA or 55 I AHELEE /TA or 58
IV HHERER /TA or 7 O A —/\—H%% /TA)

3 The Cochrane Library (8% 2017 £ 11 B 7 H) R : 25K
FeZiiEs c OCDSROME (225 L ¥ a—), @ CCRCT 3 1 (Mt R akER) .

No. RET IR

#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* :

403 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, HERROFEERETICEMND ?

HER

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

50

(2  5X]

BEBMNEIREIC VAT U ERT LI LX), Y AF /-2 ABED
24 ~ 56% DHER & FAET 500 K512, BB 1044£B X 15 £%1C
FNEN25%, 41% DA ¥ A1) VikEEZTTwAY . —F, Y AF ) —v AL
NOBEETIE, BRMEBEOERFIERIE 1% BETH 5.

VATT I UUEWEIC X A HEIRIESSIE B 9 A R AL i a3 ER (randomized
controlled trial ; RCT) IZ/FFE L 2\ A%, 2 DD B HMIIZEIC B W T, HIERL
BRI N EHEIRIFDOSEEIME T 5 Z EATRENT WS, ThH DI
BIFBMERFEZW O 74 7)) TIE, AV A) VIEEEIT>TWAETHS.

Brodin-Sartorius 521&, 75 ¥ AD 2HEHIZB VT, YAF /) — T A LB
N7z 86 BIORNER CFIgFE 26.7 5%, “TFINGHEFIATEN 9.9 5%, TG HNIH
174 4F, P37 0 —7 v THIH 24.6 4£) 12 BT BHERIE = & O 726 0HE D 5 E
RN 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 RE L2, 5 RARMT
VATT I VIGEERG LR, SHUBTY AT T I VInEERG LIS, B
KO RGHFEREOMERIFFEIER L, TNEN27.5%(11/40 B1), 64.5% (11/17 B1),
BLU89.7%(26/29 ) Td o 72, RIGHFEIZIAT, 5K IGHE 2 AT
B & BEE T RIRISEZR DML T L (p < 0.001), 5 MBI L 2BIcBw T
B (p = 0.049) IZHERIRSSIER DT L7z, —04, HERIR % 3E L 72 P46
IEBRICEBE R ZE IR0 7 25 AWM T AT T I VIHGEEZHBH L7256
[SE34ERG 21.4 3 (R ULE 5 209, #EPH ; 15.7-27.2) WS L Tid, #ERBEZ &4A
PHEZ FSHE L TV o 72,

Gahl 5 DKE D 1 iZIZ BT 5 A F 2 — ¥ 2B 100 6] CEE4E# 26.2
%, BEPH  18-45) BRI TIE, Y AT T I VIR BRI L T 10 £ R
DFERIFIAEZNL 28% TH L DAL, 20 FELLEEFE L T 5 5 FIOIIERIL
0% Tdro>72. 10 F LI E 20 4R DO FEIERIIA) 15% THAHZ En b, GHRYIH
HEEINT 2 1 ZHE o THEIRIHSSRERAME T L T\ /e

PDbo X512, Y277 3 v OlRMIE, HRERBGRH2E C, EREITE RV
3L, HERFEIERLZET 5.

(%R - sZICUEZRER]
1 PubMed(#%ZE 2017 E 11 B 7H) RZEHRE : 281
R OAYTFY)V VA, VAT T A v 7L a—, BWHA T4 >,
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MK 2 1RO, @ DEHER).

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 EiEweb(BXR2017F11A7H) HXRER : 25K

MEZER  OAYTFI) VA, VATYT A4 v 7 L a—,

LHRTAFITA >,

Koad 0 fF, @ERIRWTSE - 598 0 11, @Z D fthod B STHR 4 4.
No. 1RRIL [EENEE
#01 | VAT E /TH 71
VRAFUREITA or Y AF /— X TA or Y ATF VEIE /TA or A F VEBEIE
#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 T =~/ 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 | #BEPRIS /TH or ¥EPRIRI4E A FHIE /TH or Insulin/TH 264,711
#07 | #EFRIR /TA or Insulin/TA or A >~ AU~/ [TAor A >/ 2 U2/ [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/ /TH)
#11 |#9and RD =X TPFUI X Z2EHA RSA) 0
1 #9and (AT T7FUIAMA or VATYT A4 VI E 12— /TA or 2B H0A K 0
>4 ITA)
#13 | #9and (PT =#45%) 0
#14 | #9 and T % LMELLEGER /TH 0
#15 |#9and (RD =54 LMEHEEER) 0
#16 | #9and (T LMELLEEIER /TA or BIEALLLESLER /TA) 0
#17 | #9 and (BRIAZHFE /TH or BZRIAZL T YA >/ /TH) 0
#18 |#9and (RD =#5 4% LMELEEER , LEIAR) 0
#9 and (FZIHZE /TA or BZRHIIFZT /TA or ERERARZT /TA or MERIIFZT /TA or %
EITFATT /TA or FEBIFIFBIAZT /TA or BIETERAZT /TA or J7R— NFZE /TA or 1B
410 PIBAZE /TA or BIEIFAZT /TA or N AMFEE /TA or SRERATBEIERTEE /TA or WAERHF 0
%2 /TA or ZHEERHEIRFZE /TA or /A Ow N TJOJ T b /TA or ZAHE /TA
or BRARELER /TA or 25 1 48505 /TA or 25 11 48505 /TA or 25 11 AHELER /TA or 28
1V 1BERER /TA or 7 O A A —/\—HTZZ /TA)

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




JY=HANIIZF3~(CQ)

/)

cQ9
iz

VATV I UERIERIRES, ARICBERUICYRATF ViR Z R, EADEEC
BN THDEEEE 1, IETVAUNILB).

AT7IVRRRREPEAEIHIN?

(% ]

WHREE & L TARBENTVEDIEY AT T I ViliABIETH 55, mIREE 2L
VATT I VBRI SN TWD. VAT T I VAIREOREHEE L UMY
AF VRENOFNEIC OV TIE, R IZ BV TR 2L LGB (randomized
controlled trial ; RCT) 2MTHhNTHBY, ZOHEIREN TV,

Liang 513, 75 Y 2D 2 [ERICB VT, fAFEAND Y A F ¥ & RS- MR
ENTVE 2 EDOT AT ) = ABE 31 Bl RIZ, FFEMICE S RCT %
FEh L7, MM EZEO B Y AT 7 3 R SRS (VCH 0.55%) & 12
BEY AT T I VIR SIRSE(CH 0.10%) %, ZN 21 H 4 BRI 17,
90 H MR L7z, ZD#EH, vCH 0.55% # 5-# T, CH 0.10% $x5-8# 12~
APEICER LV AF VEORIETHAIVEM A A7 " PEEIZKTL(p <
0.001), F¥TA0% KT L7, 512, EHETEMISHET A2EHAa T L
HFHIUFELS. (p<00048). Iwata 5 1F, Y AF /=T XA EBW SN 14
B 11 BIOFIRIZ05% Y AT 7 3>, b FIRICEERTLER 05% ¥ A% 3
YERERE TR T RSIR L, 2oREREME L7z P15 2 1 BGE %
L, 6BIIBWTHEY ZAF VAT T OEBERKTHRALN, Zh6I1ET
RCYATTIVHABHETH 72 5BV TIEIREDR A LN LD 572, Kai-
ser-Kupfer 5°1%, 0.1% % 5\ 212 0.5% 3 A7 7 3 » HIRSE A B EEM S 2F ) —
T ABBEORIRISEERE | BEHEIC SR L 728, ALY AF V% g O
LA ER LI ERELTWA, Tsilou 578, MHIREIC L 2EEESIT-2 L
MRV 2~127KD 16 Bl et RIC, BEEHNLZLTTTHS055% AT 7T I Vi
MR MIRIEO " EEMIC L A RCT 2 %0 L 72, 2R 1 RERHIC 1 (8] 1 AR L
ToAER, WGP CE Lo 1Bl ZERE, 761(47%) T 1EBROAR Y 25
VAESR A T A5 1.00 LR L7z

— T, YATT I VEIREE, INFToMEIENRIER L, ORI
REMTHo b DWEDH LY. I 787D 1 ik 32 Hl 25 RI2,0.55%
VAT T X v RRSE AR 2 BRI IR I AR L. RIERNIC IR 5 72

g%

' “IVCM” I “in vivo confocal microscopy” OB, A fRIEEE UM 2 T, AE Y AT Ui R ERLT 5 5T
EN T TlE % <, FEIN TV ERFEERMDIEFICRON TS,

CHIBRATEEMEE (A ) v b v ) O BN TEHMEEREZ LI LT, EHO AR Y R TR

U S CHIBT SR (R ) v M T Y )LD AEARE L, ML Lz 2 AL EOEMIZ LY, MAEICE
J% v AF U EEEE 000205 3.00 T, 025 B TAITALL7ZIRE. F—FFClcE s 2 LBV H 5 72
B, ik TOWEALTH L.
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18BIDH B, 761(39%) (IEKRDTLE L, 6 61(33%) 1EZ4LR L, 51651(28%) 133
fbL7:. MY ZAF S AT TICB LTI, 21 B2 b2 L, 11 BliEEE
WCEAL L2, 7+ —7y FHEI 4.1 4F P 2-84E) T, I RTOEE
TT7 Fe7 7 VAR CTHo72. HIROMEE, MIRSEORMERED L A=
e EOEBENEZ SNDD, FHEMIAHTH S,

[RF=X - 8S(ICLRIREN]
1 PubMed(#3R 2017 FE 11 B 7 H) #&3RHIE @ £2F(K
MBHER  OAYTFIV VA, VATYT A v 7V Ea— BEITANTA 2,
THEKL ¥ o — 8, QERIRIFZE, EFIIE 21 (L oFEEEL), @Fofho
B SCRE 17 (D, @& 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

1 #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 "
Studies" [PT] OR ((cohort stud* [TIAB] OR comparative stud* [TIAB] OR

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

#17 | (#14 OR #15 OR #16) NOT #13 12
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‘ #18 ‘#SNOT (#13 OR #17) ‘ 17‘

2 ERsEWeb(#BFE2017F 11 H78) BEEHE : 251K
MERERE  OAFYTFI) VA, VATFTITA v 7L a— ZEIAFITA 2,
KL 01, QERIRIFZE - A 0 1, ZF D ftliod B SRR 0 1.

3 The Cochrane Library (1832 2017 £ 11 B 7 H) ##&RHIE : £2F(
MR O CDSRO (a2 9 v L ¥ a—), (2 CCRCT 8 {1 (JLigont e itER) .
No. Y R

- Cystinosis - ti,ab,kw OR Cystinoses - ti,ab,kw OR Cystine Disease* : ti,abkw 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 49
OR Becaptan : ti,ab,kw

403 Ophthalmic Solution*  ti,ab,kw OR Eye Drop* : ti,ab,kw OR Eyedrop* : ti,ab,kw 8352
OR Ophthalmol*  ti,ab,kw ’

#04 | #1 AND #2 AND #3 8
#05 | #4 CDSR 0
#06 | #4 CCRCT 8
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