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feo UDUEABRIENS J7L D AFEMEEDH BRTZBULRE DB EARIRIEN > T7L Y ATHSIEZFEDELT
L TETVE T, 2018 FENSIFTEKEFRENRIEEEELLTINNDOTTED, EMBERENZT7L X TOZR
BBES UL VRIEEEDHEF S THRVTVE S,

2014 FICFEMBRIEN>TFL VR 50 [B] 25 FEOCEREL T BERNSIIETHED ERRRRR 50 fEH
WEMRFEEEBOBLLC EHINEUL. ZOFPXTEMREEN HD 1 ATOBEROBMZEIT, EHEIEAD
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REIMERKRTE REHET Y- Kig &

2022 F£ 12 A 4 B 9 B 50 h'5 16 RO BETIEFER29WT 6 BERFEZE(CT. 2 68 MEMH>IFL > AN)\1T
Dy REME(CTITON. TNENIL AN T - BB SEMTOBENSAS I S REEEETOLEX U, JOFAMTA>I1>
TORMEEINZEERD. AMNNSBEEOERHZIN> I7L > A% EEESE TR ERICRDRNS, BREELLEL. S
], 6 EBOAEFIRRN RSN, FREFICHU TERARENMERFBELRIE TAREFTU TVEEV\SZ 10 DIEETRR
L. FEBIBIC 1 2OBREE (RIEFRER REEXSEE. BAERRKE BKELREHZVEILOBRIEHRTTR
WA #85%4E) N 40 DRRBETRIBREHRZITV. TOR. MRS ICEIARNOBRIBEDTREEIAY MIDELOITRNT
RGEH. IFBCERUITA ANy MThNEUE,

B 1 (X[1EHO Variant FTRZZRHIBERDENEREKMAIE(LAE (FSGS) 0—fl 1ZzBHEERKXF Rt B
ZBRETEENTRREIN, RAKLENMRSRZEZEINEU AHFITE, BERRII(C Collapsing variant & Cellular
variant ENSRTES S FSGS ORJgE N ERIREY(CEEDNE UL, 7RISR Tld. BRI 0EE %255 Cellular
variant (CHHE9 3 FSGS iR ZE T T HTHUBEINARIE S 2 o TV SR ENERHSN. FSGS £9200. A%
RZRk S 2mREE T 2DONRIBEEDEE S DBENFIN. FEimNBERUELR,

HRE 2 A BERI0—-URERE 2 20Tz MPGNtype3 (L FSGS #&HUT 1 Al 1 ZBAKR+FHBINERET 5 -
ZEEERR BlEAR Fik AN TRRIN. BKEENFERZIBELEINEU ABITE. MPGN #¥EEZE
FRHRIRMAB R T, HATURET IgG, C3 DEEEFADLELERICT LR T EROREFEELB WM EN.
AR Z O DEIREPEERO _E(b., RHAAHRE . BEECONKE TREORAZZH. FRI4EE + R
RRPEE6IERNCENDE D EmIEREINELL,

B 3 BRI ICR IO TR R 24O SRE TR BRA B R TEBA LB —HI |2 EMNAKFEFE
MiEmb BiEAR |LOSHEEENFEREN, ILOLENFHRZIESINEUL. HLVERZEBATBBRIEIREBRE
ENHIRL. BRARNICEBZF IR REBERIRAB R NEENDNEUIT, SRERAPR R (SRR A RZHOER
IETEMESRIRAB X T, HATRETIE IgA>C3 XYY FUAICEE. IREMEMB XFROILEICRSNEUR,
IgA-dominant postinfectious GN %20\ IgA B XN R (CZEND, ZNICRALTERNEREINEL.

EE 4 ($TEIC T 2NN T AR RS MBS B XS U—fI] ZEOPIREE Bt 9—AR Sidthi
FENFEREIN, RESENFSRZIEHEINEUL. AEFITE. BECUFAEOY ) EREAROXAEMARRENRHS
N R TRIECEDEEL, RFECLZRAEBMBEBREVTFBLRVN. FIIANS 2 FEHEEVSLEEINRVE
BTOFEAEPLEEFIC NSAIDs PHIEZEOERA. COVID-19 DIF EEOHDIEREL THERMZE T DILOVTOH
sm. &fc CD3,CD20, CD4,CD8 O &Eh'5 PD-1 FAEXEEESEEDRARCET dZEmNRINELL,

ERE S (I AIEREBEBZA. LELKEEMBEREZRO—H | 2aEEARZEZEMERT SRRt
PNEREENTRREIN. ILOKENRHZELEEINEUL, BARNCEES L. B (CREBIEHREZZRD. &Y
BREENSBEERMEITINEUL, BBELUTEHEIRENITRZE(C(IKREE O EZRIRILRN RO N2 B R E N EEN
FESIERZE IS TR BREE =B OMEMICARSREEFE EREERBOERICENBLEVIEMCRDEL
[

REBICGEERMEL T, NEG T2 THELZ ADTKD fEHI 1218 Fii 2wt BRI &R EFEENTRRIN
FUIzo AGEBIE. LLFIOEMN> I7L VAT ADTKD-MUCL iSO N2 6B FEEMREHIN T ZRICERBUIAERIE
LUTIRESNIZEODZHIRTUR . &RENICEElMELR FARECT MUC-1 OEBCFERNBEESINZRICEZEWD
ABTUR. REIC. FE/PIREOELR A (CELVEF OB O/ OESZHRUWV W BRIC . SBHSEFEEN A0
FUlo L EDOESRIFRE(CFTREULERIARET N TON. KE BV ERDERICA> T2 THACEENSTEEENDD.
EUFETVRERUR, FeAR0OREICRASEMLEIBER - TEUVVWTIN | JOBSEIC, BUHRISBRIE
(CEZCMEESLNALNEZ D TRUEU . ABZEMESE TUVRE W EILEH#IL . SBROSDERDIEEEITRE
LEY,
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FEB D : Light chain crystalline podocytopathy
HE HERSEZFAFRAILERREEAR =EAIE
s34 : Pathological characteristics of light chain crystalline podocytopathy

{88 : Nasr SH, Kudose S, Javaugue V, et.al.
Kidney International (2023); https://doi.org/10.1016/ j.kint.2022.11.026

JEEMOREHIRIEREY B MR CSHIT3EI0-ERy/O0JU>MmEE (monoclonal gammopathy)
BEBEE (MGRS) OFTEFLKINEDLIICRD. ZOZLHRMKRME P2 I 3 REMEIN YT 0T U A
EEIBLICLBEETY, MRERERELL T, Light chain proximal tubulopathy (LCPT) EH%I5NTVE
9, podocyte (C monoclonal immunoglobulin light chain crystalline 25283 Light chain crystalline
podocytopathy (LCCP) (I3EE(CEZUL. ZORHEELNDN O TVEEA. 2023 FICAD, X43-IUZvID Nasr 5
&0 LCCP DERARRMRIEZHFEICDOWVT, 25 FINSOIRENRENZDT. BITULET,

EBI 25461 (5B 17 B, 2tk 8 i)
i 56 % (39-72 %)
A BHA 80%
EHR 3.4 g/day (RJO—CAEIEEE 28%, Fanconi fEIREE 10%)
PRI 0 6 f51/23 5 (26%)
BHkae Cre 1.9 mg/dl, eGFR 35ml/min per 1.73m2, 2 fITENE,
SHE (MREBRMUSN) EEEH 48%
SHMRES MGRS 55%, £ EHEE 45%.
LCCP ZIrLARTIC MRIRBAGDOIIERFIA 29%T. 55D 71%(d LCCP ZZREFICRIBFZ 1T,
MERZESKE (24 FI) Hon->Hy)0JU RS,
IgGk86%, IgAk9%, IgGA5%
RERREESKE (18 4l) Hon->Hy)0JU RS,
freek, IgGk 88%, IgGA 5%, IgAk 5%

<BLER> FRlURERRZENLET.

JEEE : 60%DAERFIT FSGS J/ZHY ; collapsing 67%, NOS 27%, tip 7%
SRFEEDOVUZS)NEHERTER (72%)

IF : podocyte RITARIR D ZERZD. BIO-18TEDHS Kk FI2(E A BIED. ZEOIUAIIN%ZZRDHB.

EETE : podocyte [CEHR. BIX. EH2. AR, ZEAOD electron dense BJUZFI %5283, Foot process

effacement (& 55%DAEFIT D EIE. 45%DAEFI TEENE(CERDIZ (F1T 2 TOFZEEED 52%) . Podocyte X

AMTIERIFRIEE (80%) . FIEOMRMIK (36%) . BAIRME (32%) (CVVRAINZRDIZ. RERADMERKL

HRREO XG> F U AR I MNCIUR N ZRDIIEFEH O (18%) »

<DFEYFHIRE> : LC gene segment (. IGKV(immunoglobulin kappa variable)1-33 % 4 4,

IGKV3-20 % 1 TR,

<SBELER> (FHEIA0-HAR 3648) 641 (26%) NESRD (CEZ (FJ 13 4H) .4 HIFET.

ESRD free survival time (& 57.6 ¥ A, FSGS W ZZ2 B ULERID A NBE FEARAR . £ FHIMFEE 61.4 7H,

21 BITIEEEEZ 1T, 2HITECHREDD . BIEADEEMR FIMIREERICH T FREDR IS AT L.

FSGS RENRVEBID SN EEF

E£E5(3. 80%DEEHIT LCPT 252%%6. BET I IIVER. FSGS ZHSHEFINZ\CE. Fanconi FEIRE ZE9
BREFINDRNCELD, LCCP %Z LCPT @ variant EEZRBRVWANLVEIRRTNET,

FSGS #4 U9 VIRH (L, EEEHDIURAIBERICLDBEIEN R podocyte BEEEKRICLZEEZISNTVET, &5
(C. LCCP ZZESREHITIE., HiE IF THASH TGS, &6l paraffin IF LBt FRE(HC)F(EREER
O TEHERUTVE T, 2. LCCP TSR MEAMEIE (crystalline keratopathy)h 56179 2AERINZ<. BRRIZER
MMERENTVEL,

MY T REEMRIBEGNZEIBEHEINTVET ., CEROHD LS (FEBIEC—FTEE,
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A Novel Technique of STEM Observation of
TEM Section Using LVSEM and Application
of Pathological Diagnosis of Renal Biopsy.
Tasuku N, Mari S, Mone W, et al. Microscopy
(Oxf). 2022 Oct 21:dfac055. PMID:36269105.

BRIEZETICEVT. TEM NERTHAN, [E#EIR
RONS. LVSEM TORAICOWT, $FKBIRILY —%
FAWT TEM 0f8&t) /% LVSEM TEIRZ{TAOTULS
WX Tnd. LVSEM TOD TEM DB R EIRE&(E.
TEM BRZGEHERL. IgA BAECEMEEE I -T2
ROBBZESHIR TIHHEERMMENESNILDIETH
Zh. 704 RRHEDR (& LVSEM TIIEREE THrofced
ZETHDo LVSEM (CEDIR MR HNR TLDIL W (CEH L)
T. TEM ORRERDS 2 BIEFRRN TE S R] A4z RI%
UREOHD M EBDNIIo, HEBIETVREEEL
IZo

(#EE  20E %)

Large Multinucleated Variant Endothelial
Cells in Allograft Kidney Microvasculature :
A Biopsy Series.

Zuckerman JE, Brealey ], Yabu JM, Chang A.
Kidney Med. 2022 Jan 13;4(3):100411.

PMID: 35386598
RERAMRETAC (FHBICAR B D2 B I 2125303
EN'&D. circulating megakaryocytes OA(CEER (R
20N, DX THBITEN TV ZZLA AR
(multinucleated variant endothelial cells,
MVECs) TY. PTC [CEHFBNET . 4 IO MHEHIARS
EAMEHE (CABMR) ZHBTULTHY. MEAR a0
BHREECHITDRISTFRVNEBREINTVET, it
RIEEZRORUIBEN KRR TOREUOZS 2R
HBIZENMERNSHNBENTHSD. HFRELEDBMFREZEIFS
NTVFEY, BUNTBERBILTVSINELNT . CARE
BUREHS. £LWSZETRITUFEURL. cCABMR BISHC
b, IBMEAKHERREZEOH DAL TRONIHNELNEE
ho (HEBE : R E=iff)
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Expert perspectives on pathological findings
in vasculitis.
Ishizu A, Kawakami T, Kanno H, et al. Mod
Rheumatol. 2023;33(1):1-11. PMID: 35535676
ANCA BEMEXZ(EUsH, HHDIMERDT ST
9, HMERROENVRRIEEEN(CABEINTVT,
EBIETELEL,
(HEBE =R XE)

Glomerulonephritis: immunopathogenesis
and immunotherapy

Anders HJ, Kitching AR, Leung N, Romagnani P.
Nat Rev Immunol. 2023;1-19. PMID: 36635359

RERARB RORITOMER . RIEFH . FRE R RS
FIRAEB X% 5 D0h7IU-(CRIFBEZHEBNTLTV
%. 5D¢&lE. DInfection-related (ReREiE).
@Autoimmune(B2%%%). @Alloimmune(fiE%k
7). @Autoinflammatory( B2 RAEM).
®Monoclonal gammopathy BEiE 4. TH3.

FIZ(E, IgA BIEWEMEEE. MCD (3@I(C734%EEN. C3
BIERAICLD QP DICHFEEIN TV, i< DD
53A5230 h7JU-BICRKEMNTEEAENETZAUY S
3.

A=y D FERBRLANIINOFAEEZE(H : FSGS 05
A, JBES—Syh SLIT2, &l PF06740512, trial
phase [)HE2EICHBITEINTVD, BEARZITE B AR
LB ARERRTIRZEL. JAEICEEI 2200605 %
BRI D5 THdo

(EBE . 5l PIE)
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Overexpression of plasmalemmal vesicle-
SEBDRER associated protein-1 reflects glomerular
endothelial injury in the cases of

Refractory focal segmental proliferative glomerulonephritis with

glomerulosclerosis caused by Alport monoclonal IgG deposits.

Sawada A, Kawanishi K, Igarashi Y, Taneda
S, Hattori M, Ishida H, Tanabe K, Koike J,
Honda K, Nagashima Y, Nitta K. Kidney Int
Rep. 2022;8:151-163. PMID: 36644361
E£E5(3. Caveolae BEDFO plasmalemmal
vesicle-associated protein-1(PV-1)IC3 93 5%%
LB%ITV PGNMID23 FEMICHEWTHED SR BR A
FBICLELTERRBRRABMRENS, PV-1 BREIFRIFEN
PGNMID [CH T2z HRREEZ R IR B R] 14 2 7R
Ulc. &Iz LVSEM ZFBWT PV-1 BIEOFFHARERRSE
&N, ERRPT R EDIERBARETL . AARFT TIIBE TP
BEPRFT REDBERIEREERDIRN I ETRELT LD,
PV-1 (IBAERBRRAE(CHIT D RERAAN T FE S 2 B
FREREINTHD, ARHREEZEORINSELETE
FIRZREW, (EBE : /VITE)

syndrome detected by genetic testing after
three decades.

Oda Y, Sawa N, Nozu K, Ubara Y. BM] Case
Rep. 2022;15(3): e247393.

PMID: 35288428

B AR REFRIRENS IR IR D EAR 7 Bl SR IR K
B{LREIEEZE BN, REiFIEEZ 30 3R{EMAINT
ST ERESAN, B FIRAT COL4AS ERFOD
NTOERERZEEZZH. X 2EMAEHE Alport SEE
BYLHIBALIZT — ADERET T . 30 FRIFITABHOIE
ZFIRENMRA TIEIOIEETHD. I[ELLVEZRIEEY)RE
BB ENTEERLEMELOTVE T B FIRE
ZHFEUIZE N (E. BEARDEBIEFT R TRIKAEEK
FEDEEN AT —THDLIICBNONIZIETUI o AREF
(&, RAERHICREABARICEOTLFEORBOD, A&
EVPRAOBEELL e IV Ba5-45>ab it

RORBEREOERBEECEETA IR THIED REEER
DEOARBRAREREICH VT BN LRENTOEL SNERIRNI7LOR: BB AR OCEENS
2 BEFERN. 9 BEORKCLZA IV -LER SHVEEVTOZBRIERS,

T, HHTHINTOEAGRER THOREN, BANLE (BB/238]4754 7 B 16 B (H) 10:00-
Alport FEIREIDIERE =SS, BRRRAT BB LB LR 16:00/ BAF+FHEHEBRL Y- GERER
FREDOH TOBMNEEH Tl —ENESTHELTVE B (BHBLT web ED/\A Ty REIE)

5, CEERLAR BOShE ST RS RESE

a-takeda@masuko.or.jp

FMBEERTRI1I-ALYI-(CEHEIH T IHMNY - mENER OB RIE(CEET MR RBIREEHTHENET,
TERRICHFELEL,

(BRIES I IDAX] BIFHBEALCTATIERUVERIEDRN 2 ATIKIZEN

https://forms.gle/PKe2iSocal 57cbCD6

2E0RERN] HasBnAh first author, corresponding author, last author & TZHE - CIEESNIHR
XEINELE T, BB - MBLBCRIFHIITHENET,
https://forms.gle/WEbG1vkDxQembPGh7

(BRIEOATNIEIR] ARPS TCEAINSPIMEOEENIRE (FESD) 2T ASLEN,
https://forms.gle/8gy5U731Z9CQVIUy7

FeLA—OEAERRE] 10 HZAIC vol.5 ZFELTHENET . HESANSDBEIHREHFTFELTVET,
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HMe&E : RESFRAKZEDNS
2022 FEBRIEZWIIMETD) S ATHHES B TIEZEL
TALRERI X Z M R ER 2R B A S D R0
REAFAREHUET ., WIBEEZEF-LO—BELLTEZ
9% 10 FEHORKRETIN, BIRIECRIIT IR0 R
FERROEREBRNMD R BEOFREERRU TOWEUIZ, A
ET0ISLRBEDZMRESEZENTERIRERF VAL
RO, GBS TIES LR,
HMEREFILEEBRIBT - (LR IFANTESE, 2022
F£6~12 A.18 1 EIAER. 13F5~17 BFORT>1—
I TRETRNBEIREBONIRZ I BERZ Wiz e UILR
BEZMOEAREFZARDLSMMEN)F15 L ERRL. T ZIC
EMEBIEEF I, BIERUICAEBIENE 100 FEBIZEBX. 20
FEGIDBIRIEEZHTL R— MEREZ N —FrILASA RiE
BIOWTEEZTIENTEELR,
51 Z{OBREOVTREBRETNES . REREEHID
WTEBELFLANTORAEIRSY., ARz BRI
BIFANEDIDTERONEERIFLTVE T, BIRIEZIR (L
HERFERZMOETE . REEES P ERROESEZE
ERIBGEVTIRAZ NS SEERE - HlMEENTUGR
BEAEEWAEAHZRT T2 LT, TOEEMREIEITD
DEEBZTVET, COFENS ARHER(/INIFRESFEE(C
BRIEZINSAENIBOREZ BRI 2 —EORNZHE
HIAFEEFAOEMALICBVWTRERAELRDEUR,
AIHMETOF U BESADZEICIRIL T HFANETL.
BRZIRECRIFILIBHEUET.
CO&IRFRBESLVIHMEZ BB EZTEEFUIZRTOST
47, ILBEBREBET -0/ FREE. HEERRTYD
DEBRANDLDRREIERL EIFET,

EBBENS
6 NNA OFHMEFIEVEFR TUIA. #R 4 IEBICDWVWTERER
@ mEEE —E(ICERIALIRN'S discussion L. ZOHNS
SENEARF OFEF R FRIC T DERZHELTLKERIGE
THEUNOETY, REGEFENERKRET. LWDOBERK
PERIBICERTURL, 326NN S OB EROIFSIERE
EUTRIERR RZ 2T TN LU TVE
9, IMERRE L RCTREMEFI 2 RENEH L I-0F
20 EIN>I73& T &I, AAYIE—HEIC T etz LE LI,
(AtBEBREBL> Y- NIERE)

HMEE : BARESEXEDNS
HDICHRIBIRN S AT IO-2v T OH5EE WV
(&, [BVEEICREAZITEILINCNEDEEREVTDEET
Ul TIHERRZ A THZE. [BRIBTHRRAREES. &

R TOTMEDHSREFFEICIESNZEDTERV., BLA
FADTHEZ STz | JERBVIIBEUTERAL., IRV
WeEWSIREENHDE T,

THEXMRERHD LR THOFANEE 1 BOFHELECRN
feClld. REARICEBSEEDIC, ENLSRIMERZIFEET
WEIIFBDONAZEHDEUIN . SHEL BTN SRIEEZIAIC
EDOTLWZENS . HERFADFR LSO T, EERICIKAT
WBIERICDOWTOTHEHZE RN CHESD TV IZE U 1H
KIBPT. BKEEDSEZZHBEETITIENTE, AEHI
BICEBINEA. AZEBRINERONRE—D—D5E
BINAEREN. FHMERICLEATEZMADBEEDE. —AT
ZHIDEELS, FIELDERTIENTEXUL. S5IC(F,
HEBEETIEMIRZITN S BRIZZ T (CEATTIRIEDH
D, EFEMIBPIRICOVTEHEKELECIZOHECRR
ZOVEICE, SDFCEBRBIENTERLIICIOIEBVET,
HEZETIREEESNDILHFEEZM(CZ UM
EZAN, SEIDFHETIRCE X 385/% W EW e ebHmh.
FRIEFZEIADLDEEVEIBRNI DL EBWVET,
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COEFHHEOHESZ WREEL T, FHRICEN TLZRWL
FEBMRE AR ICRCGESBIRL LIFEF T AHEZZ 5N
THEBRELTHANGEE L TEHBREDNEZK, BIESEDEAD
FEFNCOWSZB T, S5ICBRIBZETCEKEZEN
BPHERETRDLEFEOTHNET,

EBBEM

BT, WIEEZHTCEENZBIEARIOPERDLET
9, [RARZZECERE I 2 E0BRIBEZWICIEND>THAN
B2EEHD. TOEMSFEFTHNZSTHED., FABH =S
DEFIRER T, IWEHEELLTORVRIRZIECCLD
(C. ECERWVWIBRICIROTVWE T, FIZRHERIE. ETEE
ERMAEIBEEURL. BARSE(IF(CE FIRMERZIA(C
EHuD(CERDFEH . BWMAZERE NSO BRIBOMEDETNTL
9, SBREBKRZECOORNIBRIEZ Iz LDEDHSN
345, EIRZEF O THICERDMEAFII TVERLLS. (HX
EX BTAMRIE BKE)

HME&E : REL%EDS

COE. BRIEZIMIMEDII0—>vIZiBU T, BIIAFEIE
MARSFE AEH IR0 T(CTHIHEER. HEZSET
VWREEUR,

BARMNRIHMERSELTE. B 1 BfESN2BRIEES
R R(CHBIETVEEEEUR. BRICHEBZERUTH
DTEAMRZFEDZF/Z VW E TR R(CHFESE
TUEfEE, 2% D158 2L TLVEREELR. /R0
B ZIK(TEBERZ ZERSETVREZLN. IR
hEE% T (HHRER T DR VBHEREEDERIG(ZEFE
BHD. TEAHIER(CERETURL, e BNTELAK,
B TP RBMEZEEH L TR R(CIROHSDIES,
BB [CRIBR(ICRDCENTEX U, ZETDIZ8HD . LWHDD
BRIZENDIFHOFT REEIIZI TR TOAEFIDIREE
DHENADIREFZIRDSNDLOIBRERRZ DT DEZEND,
BRIBC I 2B BN KECEN I LSCRRUTHENET,
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COSSHHREVERE, BREOERCHNZL
HCEEULN, EEERBEORERANE IR
HACHRTEEY. BSOBEOTR+HEAHOL
REERHTRRLTEET, UDL. TNELECEE, 5
LVSERIDRER 10, ETERULEERIEBIEE T
RWERUTOET . ENEVERICRRELEZFLDHE
TBBAAFORESIHCHRBEROR, LTEE
FICTHRASDAN, &2, COBICSITZILANE
FANTANTIE SR BHFNEBOET. COBEBED
LTDEDRBIERL LT,

IEEEDS

FTTSB AT BT, IEREAS O
PRANKER, BaBIAFOBERBUTRICS
muTiniz. COTBEOB THBLWITO—- v T % E(F
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