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(1) BiRFHIZEELE
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Definite ZXR&ET D,

IV TRD MRS

AA. FEIR
1. WA Y —-T54v— (Kayser—Fleisher) AElf 2525
2. FEMRMIRMER BE 1S5 FBE 2525

(B3)BIE - BEEOFHEORBOIDERE
EiE: BEARICXEZES-T LOGHTEE. BEREE. RECRESLREROFERERE

BB. REMR
1. MFEILATIRAIY 04-g/L10mg/dL Kl 2430125, 10 LAk 02 /-20mg/dL K +m2152
2. J—LREMAENMEAN +518
3. RepEREEHE 40 LI L 80peug/BRE 14.80peug/AIE 2525
4. RS E- 50 peleug/c AP EELIE 250 pe/epe/c EIFEERE 118, 250 peleue/c BTFEE
UL 2m2m
A& EZB->TULVELMEES . FERBBCTIREE BiE1S
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Definite: LSRN REDEETA 4401 £
Possible: EEED mEDEETA 33U E
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3) BHEEEEZROHI5E

B.CKD EEENEHE—F YT NFOEH»DIHZE .

CKD EffEHFEE—rT v

ZEHRES A1 A2 A3
REAEE
/B E¥ | BEEOR | SEEOR
FRER/Crkt
(g/9Cr)
0.15%® | 0.15~0.49 | 0.50 LIk
a1 2R 20 | R % ALY
ERE-IE . s
G2 | et 60~89 %k ) j’l:/_/_
G}tﬂlza} G3a §$~*%E 45~59 =3 7J-|/>~“" DI
mL/ 4 EE~ R .
/1.73 m) G3b ﬂﬂ" B=1830~44 | LD i i
| G4 |EEET 15~29 i i IR
RUERE
& | (Eskn) <15 7R 7R 7

MRS YE K OV EAE P OIS B 1

7

I
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- ORI W D EERSER . BART IR LT, BT RICRBOBER WG AITIE, W
NOFEOLDEHNTHZE LI 2R\ (72720, Uik ofH 2 R~ iERIERE Ch - T, il
WHREZR B DIZIR D),

. TRIRBHEA ISR D EIEE S BUC OV TIE, MU R EFNERO N CIREMTHOIL TV HIREET,
ELT-6-—4H# 6 20 A [ Tl b EVIREE A =AW+ 2 2 & & T 5,

LB EROBEN ERROEEESFE T T LICEY L WE T L0, R ER Ak
D2 ENRERFIZONTIL, EREMRONGET 5,

by

=)

_a—-
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285 Jyra—&Mm

1. @E
2EEDKEBEMEES RIS, 1)ETHEAMBKED . 2) BHEMBUEERF CBMKE~NDEIT. 3) BiK
FH. 4 BEENADEHEERTLEOHIAMBERETHD,

2. [RE
DNA DEEIZEK 1619 D77 A BMBEEERFANETICRESN TS, 1DZRVTERE
RLEHDEBERERELLN . REOBBEBHASH TG KFBTIEH 70%ITEECFOEEILRESN
T,

3. fER
REODBRLE. BFRTFE. BEESE. HEEESEEZEIN. TORBEIIZHTHD, /NREAIZHEST
HORMEREHDEEREL. EEPMISHEARBICA T CEREMBREERE CAKEHEANRTA~DRE
TIDHLNBEZENEL RABICEREESLE DRE)AIIEMT S,

4. BEE
EMALE, EMBESICHLTILEMMEBENE—AEFHHEFTELRABETHD BRINADIEE
FETREETHY . FHEENTRELS, BRFHIINBRBFHEETT 5.

5. %t
10BETIZ80%LLE A0 BETIZCION LU LENDEE . BAETBEEMARIET 5, BEEHNSHRALA
[T TEHERMBERBELCAMBHEAMBADBITHAADNEIENEL, 20 HEHBADHEEREE
HBEDREIRAINEMLFERRTHD,
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O BHOHEIHELEE
1. BEHY
#9200 A
2. HEOWHE
| TH (R ot RBHECRE )
3. MBRMIARHE
| RREL (EMTL . EMBEEHITHLTIEENBRBIE.)
4. REIDEE
NE
5. DML
| BY FHRIHERO DI EEDY )
6. BEESE
| BAERRMANICEL THEREBLTEMEANOBEESFEANT, Stage 25 LERRET 3,

O 1EHIEHT
[DJ7oa=81mn)
‘ MERERE REBARFEFHEBRZCHRFZRAMEBEBLEERY £ XHEE
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4.
S.

<BEHrE#E>
J7>a= (Fanconi) MO A%
AA. FEIR

1. R ERGRE A

EET7o =8 MEFOMBKEHVELECEL, LTOREDWNITNUNERDHS,
Bl:ANEJRAEY 10g/didL K
§F IR K 1,000/ -l K
I /MR : 100,000/ -4l K
KEDBRLE

2.
3. BEREHER: AoH DEEFHRIEN 80%IZHLNEN, BHTHS.

LRk —BREORIE-ERK. SIEE. EE-REOKRE
TR:—DFEERE.MMNEDEE, IREIEAE

B R —/NERIE ., AREE/NVGRE. 5 E M. BIZE. MEDOER-RE
PERR - MERERASE. FREL. RETH. MEE
— TR UREHATRE.NATE. ARER

R : —/NERER, FH4R. ELR. ANE

H. 85 NEERR. REEE. PEOEE

B —ERR. RIB. BEE. KBIE

HIEE: —RERMH., T Z{ERAR. Sl REREE

i —BIRERE. DEFRRBFELDEXE DA

BEH R —FHULIFEHEICHRO-28D2SD LT THD.
PR R £

BB. &R
1. RBEBEARREE (LBEEKRKTE) ERL. TINTAL U CHED DNA BERIEEER CTUIEE T 5L, Ak

DEIRDIBEOSOTIVBEZF DR LGEEAINREIND,

| cc. @RIz

UTDERBEENT 5,
ERMEAIEREIE., 2T v/\T AT EE (Schwachman-Diamond) fE{&EE . E 7YV fEIREE. B E K
B2 RRE ., EMIMENRTEERLTE., TIL—LEREE, A —AEIRE

DD. BIZFHRE
177 a—BMELRFNDEE (5= TDNA DBEICECUTD 1619 D77 BB EEEFHIR
LEINTLD)

FANCA.—. FANCB—. FANCC—. FANCD1-{(BRCA2)—). FANCD2—. FANCE—. FANCF.—. FANCG—.
FANCL-.
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FANCJ-(BRIP1)—). FANCL—. FANCM—. FANCN {(PALB2)—). FANCO<(RAD51C)—). FANCP-
{(SLX4—-).
FANCQERGC4) (XPF). FANCR (RAD51). FANCS (BRCA1). FANCT (UBE2T)

<gEohTIV—>
FEEH Definite: LFOWF M EiHT-9 B & & HEEH Definite &9 5,
(1)BBE cC%imf-L. AAD1IER LI LEH-T15E
(2)AADT1IEB UL EZ#T-L. FANCBZRSBDDOWIF NN EREEESATIEH. H 5L IBHETFANCBD
EEEHINIEE
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<EEESE>
BRUEBETFRMEMOEREE D FHZAVTEEL. Stage 2L EZRHRET S,

ik 20000 l:ld;:ﬁ
AT AINT

o3 -yx— &Y,UuUu

stage 1 B} fE TEE LS
stage 2 HFHJE UTRD2IBEB U LFRE=T,
877 M Bk 60,000/uL K
4 3k 1,000/pL K
/R 50,000/pL K
stage 3 OPEHEFE LUTO2EHLEZEGEEL, EHMNGRMEKEMENEST D,
875 i Bk 60,000/ L i
1P Bk 1,000/pL i
/iR 50,000/pL ki
stage 4 E fE UTRD2IEB U LF#E=T,
87 M Bk 20,000/pL K
SF R EK 500/uL Kiih
/iR 20,000/pL K
FHRER 200/pl RiEGEICHAT, LTOI1EBHUEZE-T
87 M Bk 20,000/pL K
/MR 20,000/pL K

i
o
Fit

stage 5
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m%&&oirﬁ“*wﬁm BT 5 HEEIH

.ﬁ% (WD ERARIEIR, AT AT LT, BZIrEYE RICR B DO BUEN W EAITIE, Wi
NORObDEHANTHZE LR (7272 L, SRR 2 T HRRIERE ThH > T,
FARER B DITIR D),

. TRIRBRAG ISR B B EIC DWW TR, IR EEE LD T TR T O TV A IREE T,
E@%ﬁﬁ6bﬂﬁfﬁ%ﬁwﬁ ARV 2 & &7 5,

L B EROBEDN ERROEEESFEC T LICEY L WETH L0, @R ER & ke
D EBRERFIZONWTL, ERERORSRET 5,
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300 IgG4 BBEfK R

1. -BE
ARBELYRESNEHFLLVESLELTEESATWS, RERE LIS ¢G4 BEICMZ. )/ BRE
5G4 [EEREMROZELLVEHERMEIICEY. RFEH IV ITEFIEICE 5 FEEFOBXOHEE- B
EMRELGELROLIREATHDEETH S, BEMIBFLL TILREERE. BBE . RIR-EEAR. PIREER.
FRAKRR. fifi. AR, SHALE . B, AiLAR. RIRIR. BIAR. )/ 81 RE. ELIRGEN O TS RE
NEHERCHLIUVLBEBELTOEBERT AL SV, BE—[ERFRLEDHEELHS, BCRE
PERE R AORIRERAR L (SVV VYR GENRBMERETHD, 1FIC. BCREMERILBECEERS
BEIh AR FRE2ZT560H5. BRMUICEEERHFREICEVELHEREZEL. BBEKX,
BEICLZHAE., EEEKROCHMEE. RELCICHEIBFEET2GERICEERELGEHELHEICENH
%5, BECREEFOBEENZEZIONTHEY . ATAMRABNE—RIRELLH . HE. FEICE->TEL
DB TEENRONIHABEDERETH D,
P
2. RAE
FRRIEFHATHLH, FEECHAEDEFE. H 1G4 B 1E. eG4 R EMMEEE. 7O/ E R
KELXY, BEREMEBRLEEZAON TS,

3. fEtk
BEEINIBRFRICE O TIERIIELGLN HEDLZVLDELTTROLDLH S,
a)-FAEMEE
b)—_k R ER A R %
o)-BETIR
d)-RERFERR
e)-MERARIERR
- IKBE
o)t BHRAER (K Z5. MBRE)
h)-#ERMICHES O EAE

4. BEE
S— ATASMRRENE—FERETHY. LBHEBTETEAL., TORMBREEITI, #HEFEEE
=~3FEEL, EEAHIBINTVOAIEAEPIELTHEWL, LIZLIEBEREZZDHIN., BEEOAEET
FEIL SN TULVELY,

5. %%
ZLDBPITRATAAMRABENENT S, I-EZBE. PERICE>TZLOH (F9FE ) TEEMNRONDS. T
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BREEHFELLTL,

O BHOHEIHELEE
1. BEHY
#9 8,000 A
2. BHEOWHE
TH(BERBEREAEISATLS,)
3. WRHITABAE
RHEI (RTOAFASE—RRE, BULCONTOR— RBIIBONTUEL, BREOARERRE
| )
4. REIDHEE
PE (R TEEERS 5.)
5. DML
| BY FHRIHERO DI EEDY )
6. EEENE
TROEEENECEEANENRET S,
B ABNATES
L | AR
B A7 O SAFREEH DV LERHIT, AR TLHBRENSE S,

O fA#EHT
‘ BEiEFBARatAEFRIRMRE XG4 BERER IICEYTHHEMRI
MAEKKE RBARFHLEEAR iR FEY
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<BURE>
| 164 BEEE OB FERNIC L, AEBHRALICLZLOET I UTDQO~EDZTNENOWERD
RIS EYBHENIEDEEDHEEET B,

@<%ﬂ@ﬁi§*’ﬂ%a’)&ﬁﬂ$>
> Z 28 Definite. ProbableZ X & &9 3,

1. BRRMICE—F - IEBRSF HFHNGUFEAMSH OVILREHEEX, R, &8, BEEEREEZRE
5,

22. MK HIZ B 1gGAIMfE (135-mg/dH135mg/dLEL L) EEBH D

33. REMBFMICUTD2020%3R5H5
Pa. HBEATR - FHGYD /B REHBOZHLRHILEERD
@b. 1gGAR 4 T2 B #iRRIRE  1sG4/1eGIE MM LE40% KL E | b\OIgG4B SR E A 10/HPFEREZ D,

<EBWohTI)—>

Definite: 1+2+3%i#=3 4+ D
Probable: 1 +3% =9 £ M
Possible: 1+ 2% 1=+ D

=L, TEDRYMBBBMZMA T, FEHDOEMLRES (. BV N\ERE) LEMUEE (U z—JLY
FEIREF. RFEM. ZREBEMEE X, FrvRILTUR. ZRIERERGHE. ZROE R ERFEIE.
YA =D R IFBIRE S RMERMERNFRIELGE) LRANTIENEETHS.

‘ Flo, ERMARRETESARE (B, BER, PRAE, RER. MERELGLE) T, 52 GHBRNER
MTEY AR EZRAVTRRMICZHRE THoTHRRBBREDDHEEZFB-TISEIZTBHT
60

@< H Eﬁﬁ'l$ﬁ$ﬁ0)?&ﬁ£$>
5 MERES 2248l Definite. Probable. Possible %% &4 %,

A. ZHIER
1. EEX:
a— UFAMEREX (diffuse)
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b—. PREMFEX (segmental/focal)
2. FEEODTERLME ERP
3. MEFMRR
5 lgG4-IMN4E (135mg/didL LA E)
V4. RERR UTOO~ODRRDIL.
a—3-2. 3DLIEFRH DB,
b-2-2. 2D%FRDHDB,
OBEDY /B BREMBOZBELE, R
Q&L 1138 L 1-Y) 10 BB 2 5 1eG4-[EMER EHELRE
QTEFEIR R4 1L (storiform fibrosis)
@FAZE M55 2% (obliterative phlebitis)
V5. BENVRE EEHREE X, AL ERIR A - KR A . RIRIRRMEE
a—. BRERHIRE
BERFATRBIUVEBFRICEV T, FENEE OB MHEEE &, FREMRIR 2 - ERIRR (S0
BN IR IEIEIRHESE LM TED,

b— JRIBFHIRE
ML IERRE %, AR IEIRIR % - IR AR 2% . —RIEIERHEAE DB TREFRRZED D,

<ATLar> ATOMFBEROHE
HEERICEV T, BEECEREEZRNRIC. ATAMFICLLEARDREZMERICELIELT
E5. BHEEOENANHLWGESITET RNRET RIS (EUS——FNA)HIRBEZETITo>THLCE
AEFELLA, REZHGTELESORNZEG ATOMMREIZL SR ZIEARZHILEITHX
ETHD—

<EZHOHTIN—>

Definite :
DUFEARE:1a+ (3. 4b. 5a. 5b DI3H1DLLE) EFI-TID
la=<HMAVE A/ (alb) >
QA
o4 <HAVBAHa/: 1b+2+ (3, 4b)>, 5a, 5b D 22562 DL E) Zim-91 M
Fi=lE
b= <ULV (a/b) > 1b+2+(3.4b. 5a. 5b D5H1DLUE)+FTLav T

(2]
QR EMHBFHIRED 4 ZHT-T LD
Va
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Possible*: B REMERZ RE T IR EEFEEREE T HHITERP BAFLNLEMNO=IHE. (EUS—
-FNA TREEAZ BRI = JAVEAL) + (3. 4b, Bal, 5byM +21 DL &=L 5Fig s

) a4f LTRSS S EETED
£i2x A E Probable : Probable DE#E+ATLa E#m-3ED

*HOETIIBOTENG 22B OATREME B H D

@<IgG4 EAERELTERE R DI EE>
22 HEREZSME Definite. Probable %% &9 5,

AA. FZHTIEE
1. BEEGREICTHR-FNEEIZVFEAL., HEHVIRBEDRFHIGREBEGEEIEEZ 455
MREZEDD—
22. MEZHIIE 1gG4-INJE (135mg/dHdL LA E) ZBH 55—,
33. BOREMEMER, 2G4 BERR - ERIRK. 2G4 HAERBEREEOVIT I DEHEZDHE
44, JEEE(CUTOREBMABFHARZZED S
Da. BEG) /B, BEMRADZESRHEL
2b. 5&¥YE +1REFH1=Y 10EZHBEZ 5 1:G4-5ER EHIRE
Rc. TEFEIKERHME L (storiform fibrosis)
@d. FAZEME%AR % (obliterative phlebitis)
FTav  ATAMFERBOHE
IEEAROBE RNRETZERIES| % (Endoscopic ultrasound-guided fine needle aspiration.
EUS-FNA)ZELHEEZERED TELEMMBRICHE LTI, BEROEBRELE DERESERMERIC.X
TAARICEDBENRESHIEB ICECIENTED—

B
<gWohTd)—>
T #5521+ 2Definite :

D1 +3%Fw=TELD
@1+2+4a+4b ZFiFEE=TID
Q4a+4b+4c FFH=TED
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@4a+4b+4d EFE=TED
Probable: 1+ 2+#AF 3 &=+ D
W 5Fe+2

Possible: 1+ 2%imi=9+ M

=L, BREECEEGEDEMRRE . REMELCHEE R CRE AN ZRIEELIEBEXE
BN B ENBETH D BMEEZB-SLUVA, ERIRAIIC 1G4 BLEREL B RNBETER

WMER . RBICATOMRARERETH T [CEFERICERNTEENEETHS,

@<1eG4 B ERIF-BESLUVERIRHREDZIELE>
ADefinite ZX % LT B,

A. ZHIEHE

1. RER-BETRR-FATROF M (S5ASHAARL)  ®TFFMEIC2RT L EDOBRZERH D,

22. MiRFHIZE 1gG4 MJE (135mg/d-dL LI E)ZERH B,

33. IRAIR - MR ARHE R B 1G4 G IS B AR 1R (GRHE K543 %7 TlgGa+/IgG+hY 50% LA L) 3R 5,

BB. A& E
I ULUERE. YILaMRF—2 R X v RILTUR. SHRME RMERFEE. B/ \E. B
EEBNT S,

C-<Fhr—
—AD =413 3
LT o-nTI)—>
Definite :
DA1+A2+BZE#E=TELD

@A1+A3+BZm=-9+®

®<IgGs BEB MmN EE >
Definite. Probable Zx{& &9 5,

A. FWIEE
‘ 1. RATR . BHEEEREITAONADERERZRG . MEREICTE leG MIE. EMHAMIE. & I MDY
NHhERDHS,
2. B EHBMGEERR (VFAMBEXR. BREDSHEMEZT RE. ERMEEREM (hypovascular) |
BREEERE)ZZH5.
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3. MZRFHIIZE 1gG4 MfE (135mg/dL LA L) ZEEH 5,
4. BEROREBMABEMNICUTO 22200FRERDH 5,
a. ZERG)UNER RREHEORBZRDD, 12121 1gG4/1gGIE M MATL40% LU E | F1=(XIgG4fETE RS
BHBEMN0/HPFEBZ 5,
b. RiAMKAZIRYEOFHNTRELEZRD S,
5. BN Ofifiz OREBEABFMICERL) U/ B, REMIRORBEZRDD, 112U 1gG4/1gGi5 41
fatb40% Ll k| F1-1XIgGAG R, B HIRE AN10/HPFE - Z 5,

<$ERRE>

1. BRERBGERIRE S RME RN IEE. (FERAIKIE S RIME XERSFIEE. REMRELE

2.2. EREM EOERRE  BHYE, BERRLRERE). BEE, EEBX. SRMERMER
FRE. YL X EOERGE

<EWMOhTIY—> (1=1-LB. EREEFERTD,)
Definite :
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MD1+3+4a+4bEHE-TE\D
224+3+4a+4bEFE-TED
®2+3+5%iE-3E+D
Probable:
D1 +4a+4bZEimiz=FHD
@2+4a+4bZEiEmiz=FHD
Q@2+5%im=-gtD
Possible:
D1 +3%m=F+D
@2+3%im=-3tD
@1 t4aZiEt-gLD
@2+ 4a% -3t D

<EEESE>
EEEFERMITEERARRICHEL, EELELUTO () HLAT(2) ZiHE-d BERXRET S

—F & (D ATASMEERKFIE S ANHERBIce s AR REL
THEDRTOMRBEEZTVWERBALILN, RTOARBE O DI THEFREETHEHS B, BT
TELELWGE
O (2) ATRA B
TREDATAOARBEL AR S E (0.5=~0.6mg/kgh) >H6M AT o>THEMREATELINTE

3. BHREELNEDEE

fizREE
LRAREBICRELTVSERBE R OHEEREENZL LD
— Bl CKD EEE 75T G3bG3b HBHUME ASA3LL L
— B FAEMEENRERCETRATUMEALEN D E -
FIXEEDKEZ Child Pugh B ULt
— S RN RENRERCETRTUMEALEN D E

FIIERGEZHFIEEDEN D IMEET £
05 35 : PaO, A 60Torr AT DIEEE R MAEAFHFHET 5.
— REIR-ME FREBOFAENFRT 5. MEHH
—HBINEZDFHD=ODRATUTAVT -
— TFEAR - RILECOHEBRENDE
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PO FEYE [ OVERSE E 3 H OSE I 2 1T B B S

.ﬁ%v (D BRRIE LR @E%ﬁ# B LT, W LIS OBEN R VBT, W

NORObDEHANTHZE LR (7272 L, SRR 2 T HRRIERE ThH > T,
RAREZe B DIZIR D),

. TRIRBRAGH B B HIE D EIC OV TR, IR EEE LD TR T O TV A IREE T,

ELT-6-4-H 6 20 [ Che b IEVIRIE A ERIA W2 2 & & 95,

LB EROBEDN ERROEEESFEC T LICEY L WETH D03, @R IR & ikt

D EBRERFIZOWNWTL, EREERORSRET 5,

I
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