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FEBRBEFFICONT
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PRBMABRRROBREENSE 2B EXSFAZECOERN - HRIESNHRMIZ
ESNWTUThiLTnET,

—, BEONE - REMICKHT 2EBRTENOOEHEEERT DD, BEICE
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BRPNITE D FFNCONT, FRELZToTENY L,
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B, HREBEHRTIFEEO —RALREER VIO T, REEARASICEL L,
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80 TFO¥E GEWF1)

EEEY (EHa—F)
WEFEHI (3 2 3)

R 4 4
TR URE [TEH ]

FHEMLA
KRG HEHR 50% (200mL, 500mL) . RE WK 70% (350mL) . i 3 b Y

BEBESHhTLH%08E - MR

Wi KAE B IS K R Z B Dk Aife . 3 - s, IHER. BRE
B, RmBEROEE MG, m U v AmE, LDERMGIKEE), 20
IR AMICK - 2x VT —HHRELBLTI2HE,

E 5 A O U R A IR

EESshTW2HE%x-BAE

KR, EY - EYWFE. FRBICEBERA 1B 5%iK 500~
1000mL 2 E RN EH T 5,

TEREN., BOLERFOEEMGE., mb ) vAamiE., DER (GIKE
), TOMIEROMNICK - =X VX —HBRELBELTA2HAICITE
RN LE 10~50% % 20~500nL Z #RAER 4 5,

REBETOIHAO®EE X, J RO L L TO0.5g/kg/hr LT &9
Do
ERFMOBMAERICITEEL AWV S,
B, Ef o ERICEIVERHRET S,

Bl 50% 7 R B (200ml - 500ml 85 RN T70% 7 N o
EHE (350mL &) X, BHFLOBIRRELEOE I Y —@iK L L
THLDEHIRNICERG REEAT D,

N

EKEER
TRNAX MRS L DIRE S N7 O 5y R

{55 A 4
JRAlE LT, 7 R oogE s0%, 70% [EHE] & MREEE) T TR
PR looe LC L, Mg E AT, AR TR . i R AT TR T R R
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AN BEREORBEPFICENEROBHIRMN KL LzGHE. X
EHEMZHEELEBD D,

Rait
Nt

O HFRHAICEVWTEELRD RN
KBERDPIRAKRTHY, RHLHEEIN D,

O HMEEH
(1) ®imyE, ISHELE, & bV 27V 54 FMGE. KOBENICEE
MHLBETHY  BHEROEIRMN S 0 FEH#HE 5 (IDPN) EHE Hi% m
BAENVNFEFREECKBERELZ2T =) 74T H2ENEE L,
(2) IDPNHEMCE—AMLEEL2MHE-T LN TERWVWED, IDPN TX
EREIUBLZVWEAIENOBRE (BRIBRES) 25 BT 5 LER
H 5,

O xosEEH
(1) FBIRBBEREVALS NI A4 F 3K
(2)  ESPEN Guidelines on Parenteral Nutrition: Adult Renal
Failure (2009)
(3) KDOQI Clinical practice guideline for nutrition in CKD:
2020 update




381 =E2AYSL@® (CGHIEBZRBEES)
O EEEM (EHao—F)
fEIRERA (11 2)

O MA4
REY T A [EHE]

O LHEA
RV AESK 10mg, iR EHY

O EBESIAhTWSEE - R

N R S
CEHREOE A K O MR

- EBPRRICBT O ANLER S OHEF
C WA DRESM R EENC B D FHT R L E B D

O BREThTLWIRAK-HE

N AT
WHE . RAKIEIF Y T A 0.08~0.10mg/kg % FHAT 30 45 ~1 B
MR NICERT 5,

WBE, EIEER 45BN E (FREH-HA®RELY) o/pMRI2E
ﬁyfﬁbO.MAﬂ.wmm%g%ﬁ?ﬁﬁﬁ30%“15#Wgﬁbﬁﬁﬂ_&ETT
D,

- REHE RO E AR OHER

WHEBRACIEIZY 55 0.15~0.30mg/kg B RANICES L., &
BN U THIRIEOEELRWW LEE2ZENKRS T 5,

BIRNICERT2H/ICEF. 22 KVWHREEAL T, TE 377
TR (1 oBU LB E2 T C) BHEHT 3,
PRI B T A NIRRT oS
MOA

WE, RAE, MEEEIZIFY T A 0.03ng/kg 2 d < h 1
DU EDT CEHIRNICER TS, IVHELEBEARNLEL S
LA 0OMEE S EIX 0.06mg/kg T TET 35, HEIZEL T,
0.03mg/kg Vi bbb DU EORBEEZET TCEMKEEST S, (BEL,
m@&%&okm&ﬁw“aio3mymifkﬁé

VEEER 45 BUE (FEREHK-HARESR) o/ BRI
@Ewaﬁj: AT N 0.05~0.20mg/kg 72 < &b 2~3 L0 En

_3_




TCEHRNICER T, REZSUT, IRELEREZD R EL 5
SULEoBBEET CEBENMEREST S,

iR

WH . RAWIZIZ Y T4 0.03~0.06mg/kg/h X U #2580 Pk &
ErRBBL, BEOHESRELZALDNLBEEHB T35, (0.03~
0.18mg/kg/h OFMEANHETE N 2)

WE . EEER 45 WL E (ERAZK - HAE®BRER o/ IR,
I XY T A 0.06~0.12mg/kg/h LV EEHIRNE S 2 BB L. BE
DEFHFREEZDL 2V OEEEBT 5, (FE5HEE OB 25% o &
WET5)

BE BEEERAPBERE (ERBER+HABRRE) O/LRD > b
EEAEMR 2BERBTITIF VT A 0.03mg/ke/h, EEFEN 32 8L E
T IZY T 5 0.06mg/kg/h LV FEHFIRNBRSEEZHBL, BF O
EHRELZALNOEEHEE T 5,
CEFIRBEICRBT D ANT R R OES

LEAN: BEOCHEFBLRUOMELER - BRHEROMFICERT I &,
[(AOWBEREFRCBT 2 _EEREBEARICB W T,
0.03mg/kg X 1% 0. 06mg/kg D HEIFRAZ LI LD 10 5% I
FREI 8% IX 27T% 0N 1B E O #EFR R E (Ramsay O #EEFF L L
6 (K7 Ll)) IcEAIN,]

2HEANBAKRORE - AERXREINTWBELERER 45 AL L
(EWRBEHFHEREYR Oo/NRICB T2 0EES R CBNES
DWEIL 0.60mg/kg FTCEEBLEETAHI &,

MR  HBAIMFETLIHAIE. BN ET2EHENE LN DI RIK
DRETHRREEST DI L,

L. EHRBBORERE, BEORBICE » T, BEHIKNEE
NHBEBLTH v,

5. RF 2R (100 BMA2BZD) Wbz THRETIHAIT.
BEOREZZLVNLEBEEOHEMSD 5 WIXHEREH O A % %
Tl [DEPEBTDIEORERD A0, ]

- OEAREEICBT 2 RN ECLEROET

BE. BRACEK, EEEE LTIFY T L 1~ 2ng 2 TXH77
TREHRIE (1~2mg/4y) FMRNIZEN L, HEIZE L TO0.56~1ng &
M7 b 20U EORFBEEZETC, TEXHETEKIC (1~2mg/
55) BMFEET D, BEL, YEIOBEHEBLARIVICEDLETD, ¥
FFEEECBNESOREIT ng FTET 5,

B, WThoLZab, BEOFMm, Bk, 25 KE&, FIFF
X, ARG ESFICECTHEHEEBT 2,
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O

EEEH
SRR MERR . PRI EE R . AR BBAR 1

5 /A 5l

JFAlE LT T2 7y T A [EHE] 2 THLRE Wﬁ @E&Uﬁk
wNHREEZ AT FWRSOEFH ot LCHERLZEA . Yk s
EHEAELBO D,

FEAAICEVWTEELRDH BN
HEKEERPRAKTCHY, U LHEEINS,

MEEHE
(1) HZFERFAORE - AR

BWH . 0.02~0.03mg/kg 2 TEX AL BBREAT S, I ¥V 5 AIC
ﬁ#é&ﬁi@kﬁhkb\%%mﬁﬁ\@%&\i%%m\E@ﬁ
FHLUNULROHFRAEEZZRELC, BEO0EBLZBHITINSEBEE
%&E#é:&o%%KioTMiD%w%%ﬁM%&%éﬁké
D, ZOSAIXBECHFHROTR:G BREROIHICEET S =
L,

2 WAXEO TEEBREARANEE] CEE L. W%&Uﬁ%@me
MR RBENTEIRME2AL., BRI T4 2 RE D 672 iR
WWBWTOARAH WA Z &,

@B AXAOBEREVXHAXEIHELPNEREASICIE., LEIZHELTT L
v%:»w&yf97€EV§§¢%ﬁﬂ)@&5%%%#5:&

4 MNEROCEBEFEZ CHEVCEHZITOBEAIT. FIH2T5EME T
BT I B - ﬁﬁ*ﬂ@tb@ﬁ&%% E.FWMHPoBRELEBET S
TEPREFE L,

B) MEXHZ-> T, Fl,. 2HRERVEBEBRLELRAEMICHZE
L. BEDORBZLEREICHET 52 &,

%wm%%ﬁﬂ
NREZDRICBIT2EFHFICETI20A4 FI 40 (BABEILENGE
é%ﬁvuﬁazwolm&&)
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VY

O
@
@
®

2 $H50%kRT772FAKHYP@® (Mmigikm 1)

BHERY (EHa—F)
T ALA (42 1)

X5 4
vZuaRAT I FARMY [WRE - B5 ]

FhERA
BOHZ Y REPUREK, 2 R U 50me, BHFHAT YV R
100 mg, [A) 500 mg

EBEhTWLWLI208E - TR

e u I NE Vi N
= Nx ¥ 8 50 mg
BB F¥Y 2 100ne. [F 500 meg
O THREBROBRNIE RZMEMEROEMR [(O. ORUVO]

ZRMEEWME, BEY CNE, BE. LB, SEAnLFE., B
ZIMAE, FEHE. TEHE. IBEERE. HREE (WRERFEE. #
EEEE), FIEE

L, TROEBRBIEDWCIE, thoEEEEA & HHET S
ENRBETH DL,

‘U A LFE., BEEFHER LR, WEEE, B,
. OFFE., BBE. EUEE, MEEER (MEE, WERRE
M. MRFR), BEHRE, BEHEGHE
O UToEMEEEBIISTAIMONEEEER & OFHERL [O]
g (FWAREFAICI T AR, & D WIEIBILEEE)

O ®BeamhE (O]
O TRERIZBIII»EhHMBABHEORER [O]

SR LE., EBEERER LR, FRERREERRE., EEHFAE
TEMEM, BEEY oNE, BEEEER (REFRS, K RMEMAH
B2 (N4 K ME I R % B : Fanconi & M, Wiskott—Aldrich JE &
Bt . Hunter Y/ %)

O BEFSEN TMREEREOMALE [@]
O @FMALT7Ing F—v2 [QRVO]

O BWEEBIAEOTRI VFHEER [O. OKUVO]

eHFMr) T =72 £F5ELER (BERENSELE
K. BRMOERERNFEE., GHELREGBIRE, FRERESZ R

_6_



BRUMEAFEIE, BRBIREKE). SHREMHR/BLEH L. MK
B, BAEMKEMEBR. ROMEREMND HEEEY v~ T HEREA
O x7n—VREMKRE (BIBRERLVECAIICL 28 RIERS
ToTObTRRDEDPHBOENBRVNHERICRS,) [OEVTO]

O MBIz mERGEOMmE [@]

O EXKBEIhTW2H%-HE
(B B9 OV fth B A9 E R 0 58 f7)
[O BoHxy FxH K]

(1) BMcHERT 2546

AFEEML, BHE., RAZIE Y 7827573 8 (X
WHE) L LT 1H100~200mg #ROBEST B, i, £
W, ERICE Y BEBEET S,

(2) thomEREH AT 2HA

HMCTHERATAIHEAICELDL, BERET 5,

[(® =2 F %Y 8 50 me]
(1) BEWcHEAT2EHE

WBH., RARKIBYyZar27 73 F (ExkBHBE) 2 LTI
H 100~200mg 2 AR ET B, B, £, ERICXVEE
WET 5,

(2) thomEEHAH LRI 2546

HMCcHERTLIHE/RICEL, BERET S,

(@ HHB=FXH 2 100mg, [@ 500 mg)
(1) HEMcHERAT»EAE

WE, RACERYZ7oR27 7 I F (BAkPHE) LT
1A 1B 10mg ZEHFRANICESF L, BEXWMLZ N84
L1 HEZL 200mg WWHEE T 5, ¥ & 3000~8000mg 2% 54 2%
., DERPBOONTEELEEZE, TEXI3RVEYMBEERT S,
HILERFBE LA L TCEEHAE, 2~3 BB c®EL, EH
DLI2UTIEAD L& EF, —FKREL, BE2E->CH
Ok 545,

MR, B A 300~500mg #3@ 1~2 B RN ICHE
545, LEZISEUTHREAN, MEN. EIERNXIZEENIC
EHITEAT B,

Fo, WEEBEAERT A EHREHARANIC 1 BE 200~1000ng
R, HAWIT, BEMICEBEAT LI, KAEE S
FMAL T 1E 1000~2000mg # WATEWIC LV EES LT X
W, B, Fll, ERICEIVBEEHEET S,

(2) thomESEEEBA BT 2546

_7_.




B cHEMATLIHAICHL., BERET S, BEHY o E
CHWAE A, @ \Ekj\uii/7137h}<77:l\(§‘¥%7k$%

?ﬁé) LT 1H 1E 750mg/mn2 (FREHE) % BRI H K

NkE3T 25, 2B, Fis, ERICEVBEEEET 5,

(L (FmFEAICRB T 2MA. &2 WIXIFRIEREE) T2
fit O PTG R & o BF B EE)

[® HEHEHBT FX4+> 100mg, [ 500 mg]

(1) RE¥EYALE UVERBREBEEOHFHICBN T, EHERR Y Y ok
277 NOBREBEROKREFEX, Y7edrkA 757 IR
(R HE) & LC1H 1M 600mg/m2 (AREHE) % ik
N 5%, 20 BEIAKREST S, 2hx 1l 7—nE& L, 47—
v aE9,

k., £, ERICIVEERET 5,

(2) =Ny UEBREEIOFRHICBWVWT, BEERNR 7 R X
77X FROBRERBROES FER., Y/uekA T I N (E
KpHE) L LT 1H 1[[E 600mg/m2 (AFXEHE) 2HIRNE
L%, 20 BfIREST B, Zhzd 17— E L, 4~6 27—
MoiRT, ek, BB, ERECIVEERET 5,

(3) =L U EBE, A4y S0 ftAIcB N T,
FEM@/&DTX77 FoBREEROCEE FHBIX, V7
nARRAT7y I N (EAPHBE) L T1HI1LES500mg/m2 (K
FKEBE) FEIRANESE%Z, 20 BKETS, 2hx 17—
EL, 4~6 27— ViRV IRT, B, Fin, ERICK D EEHR
=275,

(18 & i A fE )
[® HWHHA= P42 100mg. R 500 me)

B ) RAFURBE., FHIART U LofBICRBWT, B
H,ORAZE Y e RAT I N (BAKWHBE) CLT1A1
[ 750mg/m2 (KEEHE) Z#HRAE LR, 272< &b 20 MK
K4z, hzx17—nel, BEZKBIVERT, 2B, BF D
RECIVEERET 5,

(1 i &2 5 R B A O /TR E)
[® HWHATY FFH 2 100mg. [ 500 mg)

(1) AAamnE, BEEHEAnE, BHEENEEROEA @
B.BRAIEY 2R 277y I R (EKhHBE )&LT\I
H 16 60mg/kg % 2~3 RFfl 17 CRAEFEL., #H 2 HHE&
555,

(2) EEFAEFRRMERENOOEH A
WH ., RACIRYZeR2A 77 I N (EXkPHE) &L

__8~



T. 108 1[E 50mg/kg % 2~3 Bef T CaEErEL, HAB 4
AMEESET 5,

(3) BHEY v REOHAE
WHE ., RARKIEZYZ7rARAT7 7y 3 N (EikE) & L

T, 1 B 1A 50mg/kg & 2~3 B2 CAMBEEHEL., EHH 4

RS 5, BEORE, AT IEFICIVBEERET

Z)E‘_}:

(4) BaHER (AERE, £ RMEMRBESE &K O R MK E

B : Wiskott—Aldrich FEfEEE . Hunter %) O 4

WEH., v/mrEATZy I K (EXp#HE) LT, 1H1H
50mg/kg & 2~3 BFf T CAMEHEEL, HH 4 BB X 1A

1 B 60mg/kg % 2~3 MNP CRBEHEEL, #HH 2 HHEES

‘?"Z)?ﬁ‘i KABEROBREFORBEBIZEIY @EWET 5, Fanconi &

WCERETAZHEACE,. MRolHBEICX Y, BEEEE
@$£Eﬁ3%< BBHEOBRENLDBDOT, BEEE 40mg/kg (5
~10mg/kg % 4 BR) Z##zonwZ &,
(EBEAFEN THEEEREONLE)
(@ HEHAxT FxH2 100ng. [ 500 meg)

BAEERSRLOHAEBEROCHENXIERFBICESEHERT
5,

(&2FMEAL 7 S A4 F—3 RX)
[@ =Y Fx¥ 48 50me]

OEFEOHFRIZBNT, BE., RAKE Y IR AT 7
SR (EAWEEE) LU CHE 18 300mg/m2 (KE@HE) 2&N0
BETL, #5EOLERIZ, 1E&EZE L T5H00mg &7 5,

(@ HAEHBA FXH 2 100mg. [ 500 ng]
oFEHEOHFRBIZBWNT, BFE. RAZIEZYyZ7 k277
SR (EAWEHEE) L LUTCHRI1ME 300ng/m2 (AEEHE) %R
WEHRNT 2, BREEOERIE, 1EEE LT 500mg &35,

(BEEREOY v~ F HEA)

(O By x4 EK]

KHNEZBEMHRL, BE, RAREYZodR"277 I F (EAY
BE) L TC1HGB0~10mg2RAOFTEET D, i, Fh, i
RiCEVBEEBET S,

[® =» FF% 4 50 mg]

BH., RACR Yy I7rRA7 73 F (BBKkpH#E) LTIl
H50~100mg 20T ET B, 2B, €. RV EETHE
BT 5,

(® BFHHBA %P2 100meg. [A 500 me)

,_.9_



(1) BE. A Y7 odRA 773 F (EAkDHBE) LT
1 H 1[E 500~1000mg/m2 ((KREMHE) % 5FIRMNICESH
L, BAIE LTHRSHBBAE 48T 5, i, 6. i
Wik v EEHEET 2,
(2) WmH . MNRICIFZ7aFA7y IR (BhkpiE) L LT
1 B 1 500mg/m2 (AREHE) #HIRNICEHT 2, KA
ELTCHREHRBAEY AR ET D, 2B, F£ilh, ERICLDY
HMEHEET 5,
(x7n—VIEEHE (BIBERERLVE VR LB REELIT- T
b+ RIMERALLN NG ARICED,))
[O BRoBxy Fx¥ U EHE)

AREEHEML, BF, BRACEF Y7 oFR2 757 I F (LY
H) S LTC1HGB0~100mg % 8~12BERNTBET S, 72
B, Fi, ERICEVEBEEEBT S,

RENEZEBEL, @F, NMNRICE Y7 edR 2757 I F (B
) LU C1H2~3mg/kg % 8~12 @AM ETEEST 3, 7
B, Fip, ERICEIVEEHKT S22, % 1B 100ng £ TL
T 5, FRAIE LT, REELEREIT 300mg/kg T TL 45,

[(® = F®9 8 50 me)

BE. RAKITYyZadsA 773 F (EAKHRE) LTI
A 50~100mg % 8~ 12 MR OFTEET D, B, Fil, ERIC
LT EEHEET A,

WE., NRICH Y IR AT7 73 K (EKWHRE) LTI
H 2~3mg/kg # 8~ 12 BHEROTEE T 5, k. F£i., ERI
LFOBEEBEBE TSN, BE 1H 10ng ETET 5, RAIE L
T, BEBEEHEEIT 300mg/kg FTET 3,

Ch R B A0 5 % G @ 3D
[® = FFH 8 50me)
BAERSHLROABEEROCHEXEIFERHFECESEHERY

Do
O XHEH
s 5% 4 il 4F A
O #HRBA

JRATE LT Ty 7R 27y I PR IWRE]-[HEHE] 2 T#
KEMARA W LTLG - EHALESE, YSEREALESE LR
D,

_10_



O FHARMAICEVWTEELZDHIEN
KHEFEHPRBETHD, ZRHLEHEIND,

O BEEH
(1) HEERFOMHE - HE

I~2mg/kg/ AORE ARG EZERLE TS, BROBKEVEE LS AL
EREZEHNT D,

BIERE LT, BREMBICHMMERERR ., MEMMA . FFHEERE,
BBEREERNELDIZ LR I0TC . BELTHICTV, BRENA
DONTEEEICRESE2PIET D2 B LRAINEIT 5, LT, %
RUEMARITEEREORIENL S | BRREEOREICIT+o0EERET S,

AKANE, A7 a4 FRRIGHILLEBHICHND DL, B—BEIRE LT
Hwnwas A& cidianz

e

o T L, BIEGICH > TIIHZIORY T
&

(2)

(3)

O o3 EEH
(1) #®REMLAERA

BRATART A 2017 FEHETIR
2)

Diagnosis and management of acquired coagulation
inhibitors: a guideline from UKHCDO
Acquired inhibitors of clotting factors:

(3) AICE
recommendations for diagnosis and management

__11__
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@)

O

83 TFTanoxtEFrERE (RA4vHY=ZvH2)

EEED (EHa—F)
AR AA (1 17)

B 5 B
FanxbF UoBHBE [WRE]

FaE R4
YA NNV E BTV 20mg, [l 30mg, MEFEMRD Y

EBSIhTWLWSD5h8E - 8
O 92 - 5 DIREE
O TREBRICHESKR
W PR T 4 e % R
R e 5 R oE
18 M I 0 AE
75 T 1 BE i AE

EFEShTWsHE-BE
(D29 - 5 DHRE, WRFERBRESIZHE S EHR)

WE, RACIE 1A LESBER%E, Tan¥EF b LT 40ng %
BO®RET 25, 51318 20mg LUBRBA L., 1HEBU EOKR % 22
JT1HRAEZEE LT 2mg T OHET S, B, DRA+9kEA
Wi, 1 H 60mg FTHET HZI LN TE D,

(BHEDBEICHE KR, BEEREICH S KR, £F 5% B AE I 4

D KR )

BHE., KA 1A IBEIMAEEZ, TanxtF & LT 60ng &
BogE5E4T 5, 51X 1H 20mg L VEHBL, 1AMULEORES 2=
TTI1IRAEL LT 20ng THOWMET S,

O XE#%H

tr b= RO AT RFLF Y COFRYALBEEICLAMEOH
BElZ B 1T 2 FAT R sl 5k o B TE Ak

O #HAH

JFAIE LT IFanxeF o HEBE [RIRIE]] &= T REE SRR
X LTALTLESS, YREREA2EELRBD D,

_12_



O HRMIZEVWTEELZRD RN
HHERPRKEHEES NS,

O BE=EH
(1) H¥EEHAMORHE - A&

WEH. RAKIE LA IEHAE®, Tavx%xkF 8L T 60ng 42
M543, 5118 20mg VBB L. 1 EBUEORIREZET
T1HAMAEE LT 20mg TOWEBTS,

2 AKFOBEBIMNERNRBERDZ LY, BEITLICEBICHHEL

R = i S SN

B AAMZL > HREEEEBOBEIIRRBETCE RS HERET

HHZEDL, BBRORRERELRL2EROZI A OCBELZ 08 TIT W,

AKEZEBARERE LW &,

O 2038 ZEH
(1) HWEEEEEEBEDRETA N T A4 WRTH 2R
(2) NICEM@REEMEER 2 V=DV TA RT A
B AT IEFFMBEEEERIANT A

_13,_



384 +whrOLUYVABBIE (£HE1)

O EHEEM (EMao—F)
ZFOMOFENLEVE (RAAVECEIEST,) (249)

O H#%»4%A
T he L)y AEERRE [E5 K]

O FLHREA
v he XA FEHNAO. 25ng

O EBIAhTLIHE-DRE
IR BRI T IC B 5 RIS 1L
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