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HETIEEMRELLTROONS, ElINEROMFRITERHAL,
3. EfaNARR
2R (GR) ELTFEDELY,

4. YRR

FHAE. BARE 2 GBI ERE) . HAMERE. thoKaE - BREREFNEESNDIL
5. fHEIFRR

(MR

CRENCHYNER LBAGHTENZELNH S,
-RECHIETIEES -HEEELY. EELATILDOIKEESTHIEAHY . F—EXIE—ITKY
ERMEREERDD.
-RBPREDWOAHCEREIIIBRT 5D D,
CBRORHMICKYRBGERCERERT CEAHD,
SRERICEMMECHIRDEREILRERDDH_EANHD,
(b)RIEBFHFTR
RERAIIZ(E, KERBVDLETHRARTRZAL. SERRRTBHRREIBZETIRE. BHF
BIZIE, VU NRERRICE S TRITE SN = RN SES FTLERBK L LI TR PRIRL =Y /X
ERRBKRVES, BEEDEEZRY MREZEDHE,
(ERAT KRR
ERANICMEZRCHENH D,

EMMEFHEIE. VOPEFRHSTHY . FERBEMEMER., R—rT O BRGEEFEHRSN T
BFRE, REREICEITHEMIME DEXRMEDIEMN, HitkERH . BAREBEROLENELD
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<EEESE>
D. QDWW IFnhEHm-TEDERERET S,
@ modified Rankin Scale (mRS) DFHIiR o —ILE AT, LU LEXRET D,

H A fRmodified Rankin Scale (mRS) HIEH#EE

modified Rankin Scale

BEIZTRER

TR

BRERBRMMEBIERNELITEVRETH
%

IR IEH > THRALHEREEF XL
BEDHDHOFHIIITAS

BRERR UM BIRIEH D5, R LR
ABIT> TN AL E B HIRIL L R AR
5%

BEDOEE:
RELRIDFENETITAS DT TIEE
N.B2OEOERYDZEENMBELIZITA
73)

FAE LART DN DT o TUL= A FAOFHIZHIR
FHHH. BEEFFBHILTVDHRETH
%)

hEREDOREE:
RISNDNBNEBLEET B, HITIXM B
LIZITZS

BN ERBERBEER AL R ES
FNBZELEET IS BELHT.BE. &
ELGHDHEF . MLULBEICEMTIZREE
LBEWIRETH D

hEENCEEDEE:
HITOHERMEKRIZINILIDETHS

BESIT. BE. BELGHOHE. ML
EICINBIZERBELT DA, FiRaEE
DBEELGWRETH D

EEQEE
Br-EY, RERE, BICNELRTVELE
)

BIENIDIBIEZLELTHRETHS

A

B A2 22 bR

@ UToHm, BRIEHIEIERELD

Hi I

SRS —ILERLT. WTFAMASULEERRET S,

1. EEBYHMITENAEDHDOERIXITAS,
. LELEHMY 54, BR2DOHDEAYDEFERMLERLIZITAS,
3. HmDAHLHO—FRICHERBEOERMULEZLEELL, BEAEICHIRZELLHA. BRICE
THmMFRF-LINFTONDED,
4. BREMGHIMOYRIZE260, T3, BiEHMEBEMD =6 A —REEOHIMZ EHMICHE
TR0,
5. BEREMGHIOYRINEREICTHLD,
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A

® P

LERYRBRZHET A BEDHOOERITAS,

LIFLIXRERZHFET HH. BADEDRAYDZEFERMBRELLIZITAS,
RP-EERAOBR-O—ERICHEREOERNLEZLELL. BEAFBITHIRZELSHH.
BRICEHOTREERDETEHRTED LD,

4. BIMELEDBRMBREEZEGHIT DIRIZELOLD,

5. BMMELEDBIRMERRESHTIIRAINEREICIELLD,
KA WTILYE J OV EE FE ST DTS 38 1T % B ST

1.

A 2T O D RIR ﬁ%\@E%%%K%LT\@%%@Lmﬁ&@ﬁmwﬁwﬁA EA
NORFADOE DEHANTHZEL LA (7272 L, UiZERORGE 2 s 3 i REIRE CThH - T, M
PRAREZR L DITIR D, ),

. IRIRBARRRIC BT D HIEE DI OWTE, EYIREZRFEHO T TRREMTOIL TV 5IREE

ST, HIT 6 20 H [H T b VO IREE %EEﬂW»#ILﬁTé R RN

C B ERORED ERLOBEIEESHE T EL LIZZY L WE TH 508, @R ki 9

HZEMPEREDIZHONTIL, EEERONGE T 5,
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283 EBXRMETRFEBKE

1. =
FREFREBIERMEEEREEMSMAMBROZRRVERFAFROERBEFHET HEEFHTHY.
RRIEZHTHD FFERBORENFEELTREL EREEEREIZH TEN ., BREIFEERZEDL
LaM LTRSS,

2. [&RHA
BRUEEBUFRFRBIFEETHETEEVVERELE, EREBEZRA T HRRMEICHESND, fiFit
(CIXMIBRAE .. RERAL) /BB IR CEE) VA ERED) VARIES. BEREKRE. FAIE. B
B, VAL RBRRIE . ABO TE & REEMEBMEBIELESADS.

3. fER
RADBE. RFRBEZHIN-FATHRICEENDBEMTHAIENZ L, BEERFBEMIZHES
2EBER. HiF. OFLVLRETH D,

4. jaEik
REMAEFHRERVEHREICKYFRFRELDEINO ., HEEE PGV LMOERICER
5, AN EECEEEFICKEEZRLZLTWDESICEFMNKEMNEEET S, FFERBEDHLT
o1 ABOKEBBREETV. TOHBICKREAZEZTI. FFRELZHLTHNSIMAIRIBEL
THLEOLFBABRE T M OEBERBEDABZTOCLRANNRELLZWMEEICIE, REMNFIEDME
RAEEET S, FASNIRENFHEFEBTRERTOANR, DH9ORKR) Y DOOKRRI7ZIRBEETHD,
REMFEED BEE R OB MIKFEORBETHD,

5. F&
BEEEMEEATMENICEIEFARICENIE, SR EFRFEREBO TR 10 FEFZEF 95%.
IRIEREFRFHRBDF A EFHIB P RIEXH 12 £, REH /BB MBEIZHESIFRFEREBEDO TR 10
FAEFEIL86%THD, THIERFERLEELFBRALETHS,
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O EXOHEICHELEIE

1. BEH
FREMHABEFRESE 03 A/100 A

2. RROWE
FHFEEAD—XLELT BEEFEE. VMR BEEEH) VA EKHLIVEHEMNRKIZKLSE
CREMFLRENHEINTS,)

3. MBEMIEEAE
REEI (AR ARSI TLVERLY, )

4. REDESE
DE CEERZDHICE VD TIXERHFREOREN . SAERFISHZH O TITFRMIkEm A v E)

5. DR
HY FARVHERDZEEEHY, )

6. BEREENLE
BofEEANMEENDEEESEEZANT Stage3UEERRET S, =L, EMEEETOTL
TAESJOEVERE 10g/dL UL EDE (T AFRNET S,

O 1R

BAMKFR
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<BMEE>
BREERRMERFRFEOZEELE

VEREKEFFRELT. BMEZDEREFRD D, FRELEEOCEMBRIZZEDHLTEL, ERFEEELTHTATEUR:
759977~ (Diamond-Blackfan) A HY . LIXULIERERNRELEERTHEROD, BREREEZLT
DEEICHKIET S,

2)LLTOBREMRZLTEDD,
() MHPANETAEVEE 100g/dL RGO E M
(2) @I MLER AN 1 %Ki
(3) BREFRFERD S %K

) EMEBICLDIEEERE. LTOREMRIXFAELTEETHS,
(1) B Mk
(2) M/ iREk

4)1)~B)ITE>THRFHRBELZHL . RELHEERMR BB RICE > TERMERFERE R VORI RFIK
BERNT B,
(M ERERFERE (FATEVR- TSV I77 0BG E) #RiL TE5,
(DIKELESREICITBLORREZEDLEL, )
(2) EFIMZRNTED (TVRARIFURE| Tz THFATIO AVZTIRGE),
(B) VA ILARREEESE (ER/SLARDAILR B19, HIV 72E) BRI TES,
(4) ORRIEZBRSY TZ B,
(5) BEEEMRBUEIRE - EMIRIEZERI TS,
() I\RIER (B /AR, BV /EGE) RN TED,
(DD EBEHEEERN TES,
(8)BRE-UIIFIEHERBERNTED,
(9) EiRERRIN TED,
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<EEESE>

StageSLLEZXRRET B, =1L BEMEEZITOTVWTAEIT OEVRE 10g/dL LLEDBEIHERNET D,

stage 1 B EMEEETHOEVTAESOEVEE 10g/dL U E
stage 2 P EYEEEITORNTAESOEVEET7~10 g/dL
T T ctage 3 OOEE | EMBGAEfoCLOIAEJOESRETeA ME
stage 4 B fE BEYEEZITOTCOWTAERS OEVEE 7e/dL Kik
stage 5 REE EMBERUVEBHZT > TANE/OEVRE 7g/dL Kifh

[EMBEZEITOTOVTANET AEVIRE 7e/dL Rl D8k
BEICKDHEHREZTHY )

LT ELYE N OV BE Ay B OIS 1 S R B

1. BAZWICH WD EEHRER, BREFT RS LT, 2Bl FICEBROEN WA T, W
NORO L DEHANTHZE LI 28\ (72720, YRR oH 2 R~ iRIERE CTh - T, i
RAREZR B DIZIR D)

2. IREBIAEIZIT D EIEE IOV T, #URETFHERO T TIHEREMTOIL TV HRETH
ST, HiL 62 HETHRGEWVIREA EM?HET 228 L35,

3. ¥, JEROREN FRROBEEENFHE T —EMU LIZEEY LRWE ThH H08, mERER AT
D2 ENBEREDICONTIL, EREMRONSRE TS,
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284 BAFTEUR-TSVHUI77 E8M
o #=

1. @E
FMIKEMDADNEEINDIEREDEMFREETHD, BHEIFMRRMIBDO A A ERL . R4 M
TIIWAFRMERA DL, REKEERZEMBMEET S, [FEAENZLRIAICREL. HFEHELDF
BORBEELAONDS, EREEDOEHLALOND,

2. [RE
DRV —LDOHEREL, EMZ5IERITHIDHEANZZALTHLHEEZLNTIVD, GATAT (EH
FOEGFEEUNE, CRETRODN O TWSEATEVR-TIVI 770 BENDOREELHELFE
EIETIRY—LEVNRVBEEBEFDOEETHL ABTEBFHRICURY—LEVRVEBELEFOEEN
RESN TS,

3. fER
HERMASEBAIBRTRRINAZENZL 1TFHEETIZ 0%NRET D, BMOERELTIX, BY)
n.#BE OFEV. ZIEFER. BRELHD, H50%FELOFELEEREEHT S,
4. BEE

WMMERTAMNRENSERTH D ARIERFITIE. FEFHBEOELHAHD.

5. %t
EMPERE—BUICRIFTHAN., ATAAFEERVEMKRFESHE 40% T DEELTHY. TD
BIMERARUVEHEDT=HIZ. REICHIVKESIN . £FDEBEELTEWEE AR, T, 77>0=8
MEYHEE RN, EMEEESHLOTL,
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O ZHDHEIHELEIE

1.

BEY

#7200 A

HROEE

TR (RREEGEFOREICWLHEWEGFNFEET S, )
SRAIEEAE

REEIL (RTAARRIEEH DL FIERES 1t 2R ML IXRMEL)
REDEE

WE

HY (ARIMERDEZEEDHY, )

Stage 2L EZERRET S,

O 1R
NEEMEE M OREEBRESEADTHEILICET S
PMRARE AR ZFREFREFHAER HiR FBH

- 24-



<EORREZE>
Definite., Probable Zxf& &9 5,

BIZHEMORERALZHEDHEILICE T S RUMER DR

A. AL

1TRRBERETHD,

REKMEE M (HAHOEEBREB M) ThD 2RO MEKF D EROHAL,
RRFmEKE D ERD 5,

FEFERRTER MR D HRE S ER KB REZE T 5.

P wnh =

B. PWiEXIFTHEE

RXFHEE
1. HTERATATEVR- TSV I07 0 BMICRON-EEFERERT 5.
2. REREEET 5.

INKRFEE
1. FMKTT /0T T7IF—HEM (eADA) EETTEIS ILEF 7 (eGSH) DETE,
2. HHEMFATEVR-TIvII7 0 EMNICHONEARFRERT 5, (k1)
3. HhFDLER,
4. HhDOEXRMEBHESSAEZRFEDIILLLEL,

C. #&AZH
UTDEREZENT 5,
Transient erythroblastopenia of childhood (TEC) . e R AT EE. AT YNNI FALTEVREIREE.
SERMEEKEL/NMURDE. E7VRERSE

D. BIFHIIRE
BEFORE
RPS7. RPS10, RPS17. RPS19. RPS24, RPS26, RPS27. RPS29, RPL5, RPL11, RPL26. RPL27, RPL35A.,
GATAT

<HoHTI—>

Definite: AQ4IHB 2 Tilif=7,

Probable: DM o@D WNTFhhEi#mf-9 .
D ADSH3EE +BDI3L1D2DRHBNI2DD/INKTIFEE,
@ ANSH2IBE +BND352D0NDKH AN I3 DD/ IFHAE,
@ BDIL2DNDKIIFH#E,
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N\

#x1. BA4T7EVR TS99 77> (Diamond-Blackfan) BMIZH 5N 5 S GE2FH

BRER. ERME. O MERFRREE . AEXK. ®OE. /NEEfE. /NSREE. /NEAE. BEAL.
MR K, IRETEGE
i3 EHE R BB S E. ERIBHE. BIEERM. FREEEK,. S16E.
BEESRRE
B . R BRERXE. BEE. BEMK
10 - i DEFRRRIE. DERRREA. XBIIRESR . 3037 H
ZDfth
ZRER ELNE RN ]
AR FERMEZAE., 8. ERMEAAE
ER FEESF
BEHR
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<EEENE>
Stage2 L EEXHRET S,
=2 BEESFE(FERL 26 FEER)
stage 1 B E IR FE TEMEREELELLLL

stage 2 POBRE BMIEHKREFELEA ATAMFUNOEMEREELEET D

stage 3 P ATOAMMKESE

stage 4 F E EHNAFMIkEMELEET D

1 EMEERLE. RTOAROMY A IRRKRYUHREEIRT,

2 ATOANKREMEF. AT OEVEE 80~100g/dL ZH#FT2DIZATOCRDERH S
FRBATENBELGEEEIET,

3 EHMGRMEKEMIE L AETOEVRE 80g/dL ZH# T 5DI(22~8BEDHMALEL
EEEET,

KW K O HIEE OIS 5 E

1. AW WD BRER, MEFTRSICE L T, ZEAE LICEBROBREN WSS IZIE, W
ORI O DOEHNTH AL Z 2 (72720, YalEh OfE &2 T ERRIERE CTh > T, fif
RAREZ L DITIR D, ),

2. IR IZIIT D BEIEEASFHICOW T, MUREFHIERD T TIREMTOIL TV OIRETH
ST, E¥6 1AM TRbEWVREZEMIEETZ L2725,

3. ek, JEROREN EROBEEESEE T EU RIS LW ETH 508, mEERER kT
52 EBBERLDIZONWTIE, EEEMROMNRET D,
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285 Jrra=—&Mm
C =

1. @E
FEAEOMSBEEESSIC, DETHEALEKELD . 2) BHERBREREOCAMBEA~DBIT. 3) AT
F.4)BRENPADEHRERTLEOHAMBEETHD,

2. [RE
DNA DOEEIZELC 19 D77 A—EMBEEEEFAINETICRAESN TS, 1DZRNTEREBRK
SHEDEEHIRELSD . RFEDODHBIXHASH TG, KBTI 70%IEIEFOEELSREENT

AT

3. fER
REDBERRE. BARTEN. EHEE. HIREETRL2ZHIN. TORBRIEHTHS, /NEHIZHET
HORmMEKHDEEREL. BEEPIOBABICA T CTEHEMAEER CAREHEANKF~ADRE
TIDHLNBZENEL RABICEREELE DRE)AIMEMT S,

4. BEE
EMARLE, EMmBESICHLTILEMMEBENH — AR EHF TELAETHD. BRNADIEE
BETRETHY . FHEENTRELS, BRFTFHIINBBFHREZETT 5.

5. %t
10FFETIZ80%LLLE, 40 FFETICOWBULDEE X, BAEFBRHEMFRET 5, EEHMNSRAR
[T TCEHEMBERBELCAMBHEAMBADBITAADNEIENEL, 20 HBEBZDHEEREE
BEDRBIRIIEMLFELRRTHS,
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O EHOHEICHELSBIE
1. BEH
#9200 A
2. RIADIE
R EE->=-RBALGRH )
3. MEMLAEAE
KT GEMA £, &M EIER < L TlLiE miRfaisiE)
4. REDESE
WE
5. BEEE
HY FARMHER OB ELHY)
6. EEENFE
BAEREMAMCELTIARHEEEFRRMBNOEEESBEEALT, Stage 2L EERRET .,

O E#HRIZH T
D7 =8|
MERRE REAXZEFHEBRZEZRABBIERLEEERR HiE XHELE
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<BHREZE>
J7> = (Fanconi) BN ME %
A. fEK
1. RmEkiE L
ERET7 =8 nEFOMBKHVEECELC, UTOREDWNITIUNERD DS,
Bl :~AEJAEY 10g/dL Ki
YF 3K %K 1,000/l Ktk
/MR : 100,000/l K
2. RIEDBRILE
3. BARHFR Ao DEAERFRITH 80%IZHALNEN., ZHTHD.
LR HEOXRE B, S16E. BT -REDOXRE
Th:DFEEE. MOEDOEE . BRI
BA&R NEEIE. NERIE. — 0B AIZE. B OER - X8
TR : B MR E. FEEL. RETH. MNEE
T HRERTEE. NATFE. ARER
BR :/MEREK . R44R. ELR. BAEE
HE ¥ SNEefH. BEERE. FEDOEERE
B ERRK. RiE. BEE. KEE
HILE - BERE. +Z1EmFAHE. Hil. REREE
D BRERGF. DEFRRXEFERLDAEXEDFE
4. BEER FHLULIFEHREICHFRND-2SD LLTFTHS,
5. HIRIERET 2

B. BEBEMR
1. 2BETFLEMN (FEIKIESE) ZRL. RAMIAI U CHEDDNAHB BRI TNEEZT HE. 2Bk
DEHDER PSSO TILBEFH DML LB ANEREIND,

C. #&AZH
UTDEREZENT 5,
HXMEARIEFREEE., 2T V/N\I2 -2 4T ER (Schwachman-Diamond) SE{ZEf, E 7V EREE. BT
L RE. EMMENGRMEEB KA. T IIL— LR, TAS—AEREE

D. BIZFHIIRE
77 B MEEFOEE (FEF R TDONA DEEICEUTO 19 077 a—BNEEERFIHES
nTLd)
FANCA. FANCB, FANCC, FANCD1(BRCAZ2). FANCDZ, FANCE, FANCF, FANCG. FANCI.
FANCJ(BRIP1). FANCL, FANCM, FANCN (PALBZ2). FANCO (RAD51C). FANCP(SLX4).
FANCQ (XPF). FANCR(RAD51). FANCS (BRCA1). FANCT (UBE2T)
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<gHohTIN—>
Definite: A FDWVFT N & T-F 15 E % Definite £33,
(1)BECEH-L. AD1EBEULFFH-T5E
(2)AD1IEB U LEZFE-L. FANCBERRDD LT NN EREEZREATIERH. HEHWLIEBHT FANCBDE
BZiIASN =58
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<EEESE>
BRUEBETRMENDOEEE S BZRALVTEHEL., Stage 2LLEZEZHRET D,

stage 1 B} 4E TaELS
stage 2 HFHJE LUTD2IEB U LF#ET-T,
HFRIMEK  60,000/uL Kk
HFhER 1,000/l i
/MR 50,000/ pL K
stage 3 PYEE LUTO2EBEUEZE:L. EHMGRORANELELT S,
HFRIMEK  60,000/uL Kk
HFhER 1,000/uL i
/R 50,000/pL i
stage 4 E fE LUTD2IEB U LF#T-T,
f@FRMmER  20,000/uL K
4FhEk 500/uL Kii
/R 20,000/uL i
stage 5 IREJE 4FFREk 200/l RiGICMA T, L TD1IEB LU EE®H=T,
f@FRMmER  20,000/uL K
/MR 20,000/pL K

ST FLUE R OVERSE BE S0 B OIS IS 1 A B TH

1. WA ZWITHW D EEARER, AT REICBE L T, 2R LICFRFBROBIEN 2 WSEEIZIE, WT
MDD L DEHNTHZE LK 2R (72 L, YUikERoORR 2 R HRRIERETH - T,
PATHEZR b DITR D) o

2. RIRBATR IR 2 BEE SISOV TIE, MY ERNEIO T CIHRENMTHhA TV SIR1E
ST, L6 7 H M The b EVIRES %E%##ﬁ#é LT,

3. 7ok, JEROREN FRROEEEDEE T EU RIZEEY LW ETHH 0, mFaRER & ki T
5T EBMER S DITOWTIR, ERBEROMR LT 5,
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288 HOREMERXMERERFRZIE

1. =

MBEMNEE T B-OITBHEREIVNIETHAHARERFH., ERXECEGETELEVWERTELED
$ 510, LMD DIEMENTEILKLGEo1Y | FLASTHEITIENOTLAGY . BRIZH DL T EE
WMTH#AGETIAEVWHOEFEITHERBETHS,

CCTIRRZIDEEIRFOREEICEY, 1)EEREMEXRMERES XL 13 BAF (F13) RZ4E (IH
- BCAEMHIE XD 1, 2) B2 REMERMRERERSE VIL 8 BF (F8) RZAE (RRMMAR A) 1.
TECREMEBRETA> V1L TS FEF (von Willebrand factor: VWF) R ZJE (H O REMEERRMED
A2 4)LT SRR (von Willebrand Disease:VWD)) 1. 4)TE 2 REMH R R ERESE V.5 BF (F5) RZ
fE(LWHRP B 5 AFAUEES—) IDAKRIRERRET S,

2. [FRA
BERARICESDRERFOERBRE (FVEEF—) P TR TN DRERFEDREEEHENTEIC
BRESND-OICRERERFAERDODNDIEN HIIDRRALLGHEEN SN EHRETN D, SHRGERE
RE-REMOBCRERKRE., BEEMEERE. TR DREE) EHOTLDA ES OHFRITHFFRM
(BEREENRDONLHEN) THD, BRMICE AN TESEHIIFTHATH S,

3. fEK

1) BCREMEXME FIS RZETIE, MOBEFLHRSZRANL—AEILRE (PT. APTT 75& O % E )
DERFHFEYEETEAGNIZEANDOT  BREMT S, AOESHN S THAH A - KEDH M
DEZLND FAROEDEEICTHHMNT AL H S, RICKEICHIT SO THEMIZEY, 2avy
KEEFRCTLIH D, BT DELLIC &> THRRGAER (B BHE) DNREDAEEMENLH D, 1 ICiKES
CHEENOHMTIERHHEERIC, VRO AHLWEADEM TIIBEREFRICEVESTZEIL. M
LR DIEELH D,

2)HCAREMERMFSRZETIE. HMAEKRNEELEDH L BARGEH LR T HMOOHARNL L%
ZBRITIIENZVD, MRFAGERME F8 RZ4E) LELY . BERNERITFENTH D, 52, EBEEA.
RO . BEREA M ASERBRH G E ., MMELGYBLIDTEENBLETHS,

3)BCREMERRME VWF RZEDEMER(E. BOTEHETHD, M. BENSBEEDENET
BAOEEEOHMERERARET 2N, FNIRELOEEDHETRTENLEFEET S, BITK
EICHMLTEMIZAY, 3y RBEECTIELH D HICKESTEEN O H M TIEXMHERIC,
DECHAHZMERNOEMTIEBRERRICEVEEZRIL, BmELB5E1H5.

4)HCREMERRMNE FS RZENHMERKIE. BHOHTEETHSHH ., REHMWHIEEHMA S, i
fllE. BENSHEMEDLEDFETERLADEEEDEMIAERTEARARKET L. RELOREDHETRT
FEFELIELIEFEET S, RICKEICHMLTEMICKY ., Lay 7 REFRITIELH D, 1. FTETH
DEHEIHHEMESOEEANHONRRTHLIDTIENDETHS,
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4. BEE

A. 1E Mm%
A D=OI1Z1F, FTEDHEBERFINETLTLNEINEENHTHD, AIRIEDOHIZIEMEEESE
T 2BELHD,

NECREMEXRMEFISRZETIE, HMZIEHD-OHIC FI3REBRFZIHITHENBETHD,
=L, BEHKICR DMV EEA—OREESHRRETTENH DD T, FHLIFISHAZLLRS M
1775 51=6 . LMY HF TR EEDEE ., BMEHADINETHD,

2)HCREMEXRMY F8 RZAETIE. FHMHHMICH L TITEPCHCLENELZESTILENH DS, 1=
2L FSERBAICEIRGLENIENZ VDT, FRILE VI TEFHHNEFR LTI EY
BEREAZREY DM/ RLMEE) .

3) BEREMERXME VWF RZE T, HIlZ1E$H 57862 DDAVP H 5L VWF EH £ E F8 iRiES
Bz 59 50, EFDOEERADEPCHEIZL>T VWF OEIRELFFHNKEELLINDT. £
NENDOEFIDIERIZE ST ERLEERNLETH D,

4)HCREMEXRM F5 RZETIE. FHHEHOICH L TGRONMNILNFEFESTILENSHD, 112
L. F5 RERAIEHRSNTOGRVO T, FEEEHEMESH SO ILREM/NMR (F5 ZEMPICET)
EERETHIENS L FHHHONEVNES TH, RBICH-> THREGEABRENDLETH
Do

B. AR PREEE
HeREHEXHEERFRZEDEDERIEFTRATHLIMN. TNETNDHEERFICHTHED

RANEMDORERRATHLD T, MEREELTRERNEZNATECMADELEZILEDHLILENDH D,

FEBICE-> TREMNFREDHRAELY | B— S aRIFHESNGL,

a. BIBERERTAMREDY (VA TART7IRGEDREINFIENBNTHLSIENZ L (REBITRIR
BIGHIELN) o HEFRIE . MARE . BRPELGENHSEE . BIBERERATOAMEDRELIEZ D,

b. JABIEMMEDIEMIZIX)YFL T (rituximab) P HAUBRKR)Y A, THFAT)UREDKRELE
EY % (RIRBEIG TN,

c. BE.SHEAL/7OTY T VIG) (FHEEIN TGN, 1L, BEREMEEXYE VWF RZ
ETIE. VWF ZEELAVICHBREERSE DRI ENH D,

d. lLMAICH LT DIERIL, AR Z—RHICRET H-OICMERE, RERERELEET S,
¥ BEEREMRXM F5 RZETIK, BEFFICIE F5 #REEEFROTNERBEERTHIL
NEEMTHS,

e. 3I—Ow/\TII. BCHREMHEXME F8 RZJEIZ F8 5 LAEFEMNFIEDZRIFRIZLIEREAR
FEbIRABN TS,

5. %%

1) HEREMERXME FI3 RZEDFRIFRIEL, HMFERITRENE VD THEEZET SN H61H 5913,
AMHICHmMES HBIAF 18], FERITHEYBELTHIMEY 554138 BELTRARESD
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FEBIAFI2E], AR 1 FRFB TRBRADESNKI2E] EFEHDEFNISEITHD,

2) BCREMERMEF8 RZIETIX. F8 AoEES—IX REMFFEICEYNS-AITERTHIENS
WA BT 51 DG0 F8 BERANERFLTLSILELHY . EHNREZECRADREE
BENMDETHD, REERF2~3F| a5 HMFELYL R EINFIRERDRREREN SV DT, BES
EENADETHS.

3) BEREMEXRME VWF RZETIE., BMEMGHINET HEG N BARICEREIET HEFFTEHT
HAEN . BRITEFLTREICOIDTEET DEFHL DGR, Eo(Z, WolABBRLI-RICERT
BIEHFILHLHDT, EHHMREZECRABOEBEENIVLETHD,

4)BCREMERXREFS RZETH, BRICERISET HEFAMNSBIMNGHNZT HEFETEHETH
Y. RRICERLTREICHI>TEET DEFBDELEN, SHI2, Lo ABBLERICERT HE
BlLHESNTLESDO T, EMHBREZECRIBOEBBRENIVETHS. BH. BRRRIN-E
SR DERFITH., FREMERNFEONSAREMEAHHD T, EHNLTEBRENLETHD,

O EHDHEITHELEHE
1. BEXK
#7700 A
2. RFEOWE
T (ECREEFREORENETESNINSBAINTLAL,)
3. MEMAAERSE
RHETL (FHERE LR EINHIEEBUVSH S ICHEISNTOEN,)
4. REIOEE
PERAET. EREBREBYIERT.)
5. PMRE%E
HY (FFRIMERE B AR IE M2 DB HE )
6. EfEFESNEE
BE1EMICEERME1EUERCL-FIEEEFLL, HRET S,

HAMKREBRMREEIBCAEHHEABROMITALIDZHDE
YERK ]
MAREKE LR RXZFEZRD FREF LERR —#HAS

b

[t

ERE LI EMIZRIEHD

BAMmizIEM?S ERXEODRBATARSIUEREESR
HKEKE KEERKXFDMEHFE AR BH—H

BARMmMizIEMPS BEREEEME FXIN/13 ZMEEEREZES
REE WBRXREFEZH,FREFE REHR —BEAF
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<EEREE>
1) BCREMBRRMEERRESE XIL- 13 BF (F13) RZ4E (1B : B R& M MAE XI: AHXIL 13) DR %
Definite. Probable Zx£&9 5,

A. fEIRE
(1 iBE 1 FLRICRELEDERIH S,
(2) %X/ BiEsRE F13 RZEDREEMNLL,
(3) HIMFEIR DEREEN G FFITBED LM G R (SME . FHiT, Rk, D4 E) [TfE>f-HmB A4,
(4) ugEZE AL M/MMREGE DBRIIR S L,

B. BEMR
1. BENRETFIBICETEAN\SA—S—DEENH L BEILEME. HUREH 50%LUTF),
(F13EE.FISRE  BE. . MELLET,
fzf2L. —EOEH. FIZE, 1 F13-B 4T 1=y B EHRANREDOES T, RELAE TORH
O F13 HFCKBBEICE > THEELEREREIALDZENH D, F13 DS EDETIL AHXII
13 EED MDEBDEERFDETEH>TEE~PEEITET T H5E SEBEMEME NEELE
{& %% (disseminated intravascular coagulation:DIC) . EE DR EREIZLEZZRE FIS RZETHAHZ
EMZLY,
(2)F1I3 LLEH GRS MRE) A FI-A ST A=y EERANREDFLAE DEHITIEETLTL
50 L F13-B Y I 1=y rEERANREDEFI TIIEETHD,
(3)F13-A 4T a1=whk FI13-BHT1=yh, FI13-AB; HiIRE i FI3 BEHRADEAT HRIZL>T.
BAEEEFTETLTWS,
2. BEZWARE
(DF1I3AVEESA—DFET D™,
ZEMBT UETREEOCTIVRYRAIFELECKDEE M LD =R AKER (37°CT20
MR RE DEEEMRE T,
()R FI3 EERAINEETS™,
A L/TOykE ELISA, A L /90T NERE DREFHIBRETHBIL,
IR SRRV NRVENRATHHELI-FERDIMEDNERHHD T, RBETNITE DR EINHIZE
BEICEHAEFRICEET D,

C. #RIEZk
B (XM F13 RZAE (ICHITHREHRAK) . Z &M F13 RZE EEMELE NEELEIRE (DIC), F
fiT. sME. BIFELGEDMBRBEEES. EEFERERE. FEE. AN/ uk-2xo 34 L0R. B REMER
RECEBMXREX. /70— REE) ] BEEREMEXRY F8 RZAE (BRXMMERRE A) LEXRMET+ I«
IWIT SR (VW) FE1REE (AVWS) (BB 2 RZEMZRRME VWK (AVWD)) . B REMZ XS v/5 BF (F5)
RZEGEDHDETHOEHEREERREH MRGEEZRNT 5,
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<EWohTI)—>
Definite: AD 2 T+B1HXUB2-(2) ZFiilit=L. CEFMLI=ED
Probable: AD 2 T+B1EKXUB2-(1)%Fimf-L. CxR4LI=2D
Possible: ADET+B1%iE=9d1D

<&EmR>
1. —RREERE
(1) BB @ EIXEE
(2)PT EAPTT: BEIIES
(3) M/MREL: EEIKXIEE

2. TOMDRE

(1) M/MRA FI3-A IR E (H AL FI35EM) EFI/MRERELTRETHEEEENRHINLD
T. X4 BB F13 RZEDAEEMEZERNTIDIZHERATHS,

(2)F13 HHFIH 55 ER : AHXIL 13 DIADHEIRE . ARABRTHOMNITESZ LN H D, VI TIVATT
EERRATIE. FI3ZEFTHMBEFD FI3MEEDEINFECEFHRAZHETHILICLOT K
EDTTEMNBRFEIZL B, =1L, BRETTHEIL AHXIL/ 13 (2R R TIEAL, B A TE.
FI3EMEDEIRE LB E T E T HILITK- T FIS FHEENHERIND, FIS EFHLTRES
EIBFICBIE T HLLEE CEE MR LA ETED, CNLCOREL. REINSOD F13 REIDZS
ELMHE. HEREOLEMARMEELITS ETLERTH S,

2) B REMBERMERESE VIL- 8 B+ (F8) RZE (BXRMEMARA) DA%
Definite. Probable X1 & &9 5,

A. fEIRE
(1) iBE 1 FLRICRELELERNH D,
(2) MKRIR AGEIGME F8 RZJE) DRIEEMNLLY,
(3) HMFEAR DEEEAZL FITBEDIEME R (SME. FiT. IR, 7554 IS mb iy,
(4) frgEZE S M/MMREGE DBRIIR S L,

B. REMR
1. BENRETFSEED/NTA—F—DEELNH D EEIL F8 FMHE. F8 MUREHEEED 50%LUT),
(1)F8 ;&M (F8:C) : L TELLIET
(2)F8 IR E(F8A) : BHEIFELJET
(3)F8 LLIFM CEME MR E) - BEILELIET
2. EEZWARE
(DAPTT REREBRBRTIVEER—RTHS,
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FEBI DM 3R AR E S RO MFASEFEICHFUEE L T, 37°CT2RMMEL TH S APTT ZRIET 5,
TRZICOTHNIETRZE I TAVEES—EHE. LRMEICOTHNILTAVEES—E  THMEEHIET
3. 56 M VIEERKRERBOIL—TRA7oFaA7ISUMTCIL BEAERIZAPTT ZBIELTHLERE
FFREIOERNROHONLDOT(ENEFEIEE). HAICHERATHS.

(2)F8 42 EE 42— GREINHIEF) N FET 5.

HEAE : —EEDREXFRBMITICHR A ICEERRUEFOMTELZREESL T, 26:/H 37°CTMIEL
THioHETF F8 EHUFAET S (RERFTE), BRE2BAFH (A4T 1) EFRELBEER (A4T2)1VEEAR
—hiHY . BEREMRFBATIEERENZL DT, BEFS AN 0% ZBA-FREELANTIUEE
A—HilEEHTHERLY,

(3 F8 BEMK* N EFET D,

FEREERRE, AR (A L/TOYRNE ELSA (k. A L/9ATNEREE) ZRAWTREZH
[CHRHESNhd.F8 /1oEES—, Tibbhinil F8 Bkt . REFMAETRESIh., MEIZE
795 F8 BEMALEBICIKRE T HEMNAIREAD T, mE. REMFIEREZOMER., EROHIFE L
EBBRRICHERTHLILHEFIA TS,

*HIMEREELCEV F8 BERAGEREEERECRK)LFETIIENRESNATLSDT. A
-(1)EB-1DRVEDIFRERMRICEDALY,

C. H#AI2H
MEREAGEGEIE F8 RZIE) . £ RME V. 5EF(F5) -F8EARZE. ETHD XM F8 RZ i (1BFEMH
MERRENEIRE (DIC)HE) . GEIEM) 74094 TSR (VWD) BEEREMRREI+90ILTS
URE(AVWD) . 2 TOZRMETA2 4L TSV NERS (DB KRB REMM/NMRIE L. FRRERE
BT, VNS EREEERELGEDHELGRREENHLIIFBCREEERRETA V(LT IR
FEIZEE(AVWS)) . B REMERMEFISRZIE. HECREMH®RRME F5 RZE. UV BERIKEERLE
RN T %,

<gohTa)—>
Definite: AD 2 T+B1ELUB2-(3) &=L, CEBR4LI=2D
Probable: AD£T+B1+B2-(1)Ff=[EB2-(2) Fi#ifzL. CERIILIzED
Possible: ADETH+B1%&iE=91D

<BEmMR>

1. — MR RERE
(1) HFFFE . BEFIER
(2)APTT: L9 IR
(3) /MR BEIFIER

2. ZDDIRE
(1) 74294 )L TS REF Ristocetin cofactor ;&1 (VWF:RCo) : @& . IEE &H UL LN (L mAeF)
(2) VWF HLIRE(VWFAg): BE . IEEHAHL BN (H k)
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EHECREMBREMEIAVI/IILITSURRF(WF) RZE (BCREREREIAI91ILTSURRE
(AVWD) ) DES R R

Definite., Probable Zxf& &9 5,

A. EERE
(1 iBE 1 FLRICRELEDERIH S,
(2) 74204 T SRR (VWD B VWF RZIE) D RIEREH LY,
(3) HMERDEEEAZL FFITBEDIEME R (FAM7. SME. IR, 2154 ITHE-F-Hmb iy,
(4) ugEZE L M/MMREGE DBRIIR S L,

B. REMR

1. BFEMBRE T VWF BED/\SA—2—DEENH D GEE X VWF Ristocetin cofactor ;&4 (VWF:RCo) .
VWF $ii[R 2 (VWF:Ag) BN EZEfED 50%LLT),
(1)FVIL/8 ;&M (F8:C) AE T HAWNIIERE
(2)VWF:RCo & VWF:Ag: @& [EmE LHiE D
(3) VWF LLiEME (VWF:RCo/VWFAg) : BEIEHEFEEI ST EIHLD

2. BEZWARE
(1)VWF 12 EEA—DFEET S,

VWF & GP (Glycoprotein)lb EDHEEAEAET 2 F A (1o EES—) BFET NIE. VWFRCo
™ Ristocetin—induced platelet agglutination (RIPA) 7wy A ZRAWV-EEMFLORERESHER(37°CT
2B REINNER) THRAEMITRE T AIENTES,

(2)11 VWF BERADEFET S,

JEhFNE GEEEM) HiikX, EICHESHBR (AL /TOYRE, ELSA k. A L/7ONERE) EAL

TREFHICREHEINS, FFEHR VWF BERAK(MVEER—) ., REFMAETREENS,

C. fBRIZH
A4V T SRR GEEYSE VWF RZHE) . ETOZRMETA+2 04V T SUNEERE(DIMERE, K
MM /MRS ZAE . FAKERIEEEIE TAE. U /RIS BHEETEMHRB L E ORRLRREENHLIEE D
REMERRMETHVAIVITSUNERE) . BECREMERE FISRZE. BECREMERXME F8 RZE
(BXMORKFA) . BECREMERYE F5 RZELEETHRNT S,

<gWohTIY—>
Definite: AD L T+B1BLUB2-(2)&E-L. CEBRMLI=£D

Probable: ADLT+B1BLUB2-(1)F&E-L. CERMNLI-BD
Possible: ADET+B1&#=LI=tD

<ZEMR>
1. — MR RERE
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(1) MR ERFTES

(2)APTT: ERF-IFESE

(3) M/ BN IE&E . B FE (TN

2. ZDHOERE

(1RIPA:IEE . B HAHLERIN

(2)VWF RILFIY— EEHANEIERE (BRFEVILFI—RUNHLHNIEEL)

(B)VWF & 55488 . VWF 58 F8 BMEEAIZHREL T BBMICVWF FHLFEEZFRIEL. TOEYNE,
FRHETETHIEITEST MANSDBRERE (V)T I ATTER R WIEMEE (PREHE)
DEELRELTHETTHIENTES, FFZL. BIREDE T OB D EHEIT AVWD IR R
TIEAELY,

4)HCREMBRERESE V.75 BF (F5) RZAE (WLWHHDE 5 AFAEER—) DEIEE
Definite. Probable X & &9 5,

A. EERE
(BE FLRICHREL-EIMERLIH S,
(2)\ZM KR GEIEM F5 RZE) DRIREMELY,
(3) HMAER DEEEDZ U AFITBED LM AT (SME. FHii, REE. 75 8%0E) [TfEof=Hmb AL,
(4) FUBE SR I/MREGE DBEIREH L,

B. REMR
1. FEMRBETF BED/NFA—E—DEENHD GEE L F5EME. F5 RENEEBD 50% L TF),
(1)F5 &M (F5:0) (b TELIET
(2)F5 IR E(FoAg) : BEIFELIET
(3)F5 LEEH CEME MEE) BREFZELIET
2. BEZWARE
(DPT BLUAPTT REREHBRTIUEES—RTH D,

FEF5I D M 5% LR E RO M A S FE ICAFUE S L T, 37T°CT2HMMEL THS PT E&U APTT &
BIET S, FRAZFICHTHNILTRZE ITIVEES4—EE. LREICHTHONIETAEES—E 1T
HEHIET D, BB MUVIEERAEERBOIL—TR7oFaT7ISUMTRGEAERIC PT LU
APTT ZHIEL CHRERBOERNROHONDIOTEIFEEE) . BEIHEATHS,

(2)F5 A EER— GERENHME) NEFEET S,

HTERIE : —EED@ERBMITIHR L ICEERRULESNDOMELESL T, 285/ 37°CTIEL

THhi&TF FoSEMEAET S (RNERTE),
()4 F5 BEIK* DHFET S,

JERREMIURE. EIHAREBR (1 L/TOYRE ELISA &, A L/HOXNERE) ZRAWTRESH

[T EINhD,F5 /VEES— hhb i F5 Behiffd. REFMAETRESh . MEITE
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#9550 F5 BEHNALHBICRH T DIEN RGO T, . REIGIFEDNR. EROHIE
EBBERICAERATHLHIEHFIND,

*HIERZEECGUVR F5 BERERBEEANLZSHLFET S ENHRESNTLSD T, A-(1)EB-
1DRBVLDIFREMRICEDEL,

C. #AlZH
INSIMKRIEGEEM F5 RZE) . E XM F5-F8 BARZAE. £ TO R F5 R ZIE (FBIEM M E NEE
fEIZ 2 (DIC)72L) . GEEM) E XA/ 10 EFFIORZAE. BCREMEBERME FIO RZAE. ETOZRMEFI10
RZIE. GEEM)TOMOVEURZE. BEEREREZXMEIOMVELRZE. £2TOZXRETOMVE
URZIE. BCREMERRME F13 RZE. MU VIEERWNERELREERNT 5,

<gEOhTI)—>
Definite: ADET+B1ELUB2-(3) &=L, CERRSLI=2D
Probable: AD£T+B1+B2-(1)FlEB2-(2) #imf=L. CERIILIz1D
Possible: AMETH+B1 &&=+ D

<&EmMR>

1. — MM RERE
(1) HImFERE: @FIXIEE
(2)PT EXUV APTT LTER
(3) M/Mr%: BEILIERE

2. TOMOBEE

W—TRT7oFAT TSN BHEH DD IEAERREDIZE L. 1 CL- RGP AL IRANL T IEY 1gG %
AELT.F5 AVEEA—DREDAGHETHLATREMZRNT HER,
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<EEESE>
BEIFERICEEHMD (1)~ A)OVWFThhE1BRUERILFIZEEHELIRET B,

1. BEfEHM

(1) Ban o7 i

(2) BEEEGI. EEMBOHM (FIZ L, BBERN, EHN. RBREXAN. [E. WERN. BERER.
BAERE, BEERN. DERN, VNV MERBEEHSFHARN KM E)

(BINESOEVESg/dL UTOEMBHDE2e/dL ULEDREERLEANETOEEET
ZHf-n9 Hm

(4)24 BFFERNIC2EGLL ED£MH A IFMEKE M Z N EET HH M

2. BXfEH i *

FEUsSADOETOHEM**

*  BARGEARE RS T E (UBAT) £ 8 BT AT LEHR
LEREMRVERMEOHME, EEICELTLIAEEERTAE

T YE K OVERE Ay S OIS IC BT 2 BB R
.ﬁ%m _%wé%fr%\mﬁ%ﬁé_%bf\%mﬁﬁﬁfﬁ&@ﬁﬁﬁﬁwﬁA X, W
DORFHOHLDOERANTHE LI 22 (7272 L, SiBER ORKR 2 R BRERE Th o T, MR
REZ2 B DIZER D),
- IRIRBIARIC I T D IR B OV TIE, B R E R EEO R TIHREMThIL TV D RETH -
T, EL6 AR TR bEWVIREZEMAHET5 2 & &7 5,
CRE, SEROBREN FEROBEREESE T EU LY L2WETH LM, RERER T 5
ZEVMER L DIZHONWTIE, ERERONG LT 5,
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289 O AhHA N DA EEEE
C =

1. =
982 HAA - hF45 (Cronkhite-canada) EIZEE (. JHILE (HFIZE - KIR) ICE MO EEZER)—THM
RETHEEGHERETHD. REERBRE-MRERE-REBRILE) ZHEIFHELH L, HIERINT
BErERREHBBREZSEICHEI. PEEDOBHICZL, HAMICHIVGEBRETHLIN. XAFBTOHR
EIXLEERIZ Y,

2. FHE
FERIETBATHIN ., MORACCADRIZHRET HENHD,

3. fEK
R -THR-BMETEEDHEILF[EREET S, MOERE. 2EORE. RKERRLE.KEEED
BHBEEL DD, F-. EHREMBREZSHL. RBEFREET 5. FNITHILEEDSHILRES
nTuna,

4. BEE
BIBREATOAMRENANTH D, EAREDEOHERXREFHESIENSL DO BIREELHEAT
%,

5. Fi&
BENEDTIER)—TILERT I ELHINRYMEEL., FNITEEHILHRESNA TS,
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O ZHDHEIHELEIE

1.

BEHN

#7500 A

HIRDHEIE

T GEVDRLADRIEDES>MFHIZHEEHIEDAH D, )
MRMERERAE

KN RIBERERTOMENEIZALGND, )
RHDEE
DBER)R—AOHEIZFRABZEET 5.)

HY (ARVERDZHEESHY., )

BREESEE

BREFIERRET D,

TILVIZAE 30g/dL L TDIETILISUMELF BFELT Do

O 1R
BERVHRFOET. Rk, . AROMBEMEEREEN L R-SERZIL
HRARE LEXFLERARMERREEBRELELSRE S— &R BHIEX
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<EORREZE>
Definite 23R &9 5,

JOVHA DT T EERBODMELE

FEMR
. BEBREDSRMEFESEHERIR—SIADNRONS, EKIZE - KBEORIR—D AR50, FEEHET
Hb.
2. BUETHZEBET HHEFERNRLONS,
3. HHMEREER (Triad) R 5N,
BRE., MR ERE. REARLE
SEMR
4. EAREZELLLGSEEGNE (B7 LISV IE) RSN,
5. KEEEHIVIIRER LD -XEEBENROND,
6. NIRFEREHY: HILBEDBERUVFAMDRIR—REHEMET S,
B CIIHIRFEZ LGS B R ALERE
RETIEAFTROBEREAGR) —THRIERE
7. BRI  BERFE AR —7 (hamartomatous polyps (juvenile—like polyps)): #GIEEHEZE EEEIC,
BRODBIRYLER . FEIEDFIEL RIEMIIRBE LB RER NEREICLRIEZEZRDS,

<gEohTI)—>

OXERRDNSH1IEBWITWHEAETHD,

OXEmMR DI DN HIZ X Definite EF5H(1+24+3),

O1#ETEEMEMN2OHY. 4HDNE6+7HBNIE Definite &5, (1+2+4)(1+3+4)(1+2+6
+7)(1+3+4+6+7),

O1hHY. LEUNDEAEHETEERMRVPSERRDILIKOMDEENRON-HE(IED
(Possible) &9 %,
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<EEESE>
BEEFIZERRET D

FILITZIAE 30g/dL LLTOIBETILIIVIMEFEEET S,

W FLE R OVEE FE /3 B O I 2 38 1T 5 B R 9

1.ﬁ%v (R D BRARIE LR @E%%# ZRAL T, BErEYE RSB OREN VAR, W
NOFEO L DOEHANTHZE LI 2R\ (72720, Yk oH 2 R~ iRIERE Th - T,
RAREZR L DIZIR D, ),

2. IREBIAEIZIT D BEIEEASFHIC OV T, MUREFHIERO T TIEREMTOIL TV HIRETH
ST, HIL6 2 H M ThbEWVIREA EMHET 22 L L35,

3. ek, JEROBREN FRROBEEESEE T EU LY LEWETH D2, mEERER & kb
52 EBBERLDIZOWTIE, EREMROMSRET D,
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290 IEREMZRM/NGERIE
C =

1. #H=E
FHEMSHRM/NMEGEREL. EERICRET IRETHD/NMNZEBETH D, AMETIE. JFFEH
BB ERTHEVEENRREBLUNDOEBICEHT S, MNGRED AR R IEEH THEMT
HY WEGOLBETHIHFRDESEIERIDN. HANTRMELLGHSZFET D, BRRBRELTIE, 1B
DHXZHEEMLEEEMEEZEHMEL. REMRTBVIBEMICEEF S, INODGERIEPDEFIRE
EERUNOHLPHBEEITENEICRET S, EEBEARLSUHECORKXTRET DEFNNFET
BTN BEUEETHLAEEENTEINDS,

2. [®&A
FREIEFEATHo=H, MG EREEREGNNHYEBEFRENTFEHON TV =, IBED Whole
exome analysis [Z&2 T, TARZT SO UHIEAINIDVEDTHS SLCOZAI BInFNERIZ L1
BERKICLIFELEBREELRRTHHIENTEINTILNS,

3. fEK
EENCHRZHAM EEAMELZEL. T 2B - /NGO HAMEEEAT S,

4. BEE
BEEIE. BFRELE DR NEEEFBRERED-ODRGEREREELEDATH . BEREICK
BIERDLHHEE (L. SN B FHibiThNd, BABEEITLEL,

5. %t

IBEICH<EM-EEOMEDT-HZELLY QOL DET ERBICHIZREMEDIVRINS D, F-.
B EVIRGI T/ NBHEEREEICED)RINH D, £ PRICET ST —2EEL,
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O EXOHEICHELEIE
1. BEH
#7200 A
2. RROWE
TBA(SLCOZA B FDREENREEIN TS, )
3. MBEMIEEAE
REEIL (R NEEDHTH D)
4. REDESE
DB (BHHREICERT 5, )
5. DR
HY FARVERDZEEE, )
6. BEREENLE

BEMIZENFRET S,
AESOEY 100g/dL LTOEIM., HBWLNETILTINE 3.0g/dL LTOERTZILIZSVMEEZEREET
b,

BHECLT. BEREICLIGRAREREETIECEEELT D,
O 1R

EERVHREOET. RE. 2. SROMERMEEEESE,N L RI-2 MR
HRARE LEXFLERRMERREEBERESELSREV2— #HE BHEX
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<BEEE>
Definite ZxH ET %,
EREMSHRENNGEBEDSHESE

FEMR

A. ERIKHIEIE
1) B E O FE & 54
2)REACHI-2/ BRI ERREEMEEES ME

B. X #&-NREFTR
1), 2RI HIEAHERE . T X ER)
2)iELZHL . BRAMH TEGRIE. BETHMBK, T—TKES (REEMR)

C. YIRREAR LD HMHIFTR
1) EGFICEES R T HEREH CFREERE XIEZTORE.
2) BB IEHRRGVDLT TR T EE. HNET S,
3)ETUL-NFETICEEFRIEBHEMES.

R B
1) B (BE2hEET)
2)0—29%
I BEA—FyMEBHMMEES
4) FHIMERS %

L<gMoHhTI)—>

Definite :

1. FEFMRDOA2IEBIZMA . BD1) HSULE2) RIZCHRHLENDLD,
2. TRITBREIN-ERECDT)~3)ETE/ETHED,

Possible: EEMREAMNZEHONLIMN, BRIZCOFMRIBEETLENED,

;¥) Definite, Possible L\F N EEFIFREBE DRI NN ETHS,
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<EEEDE>
BEEFIZERRET D

AESOEY 100g/dL LTOEM., $HALMETILIZIUE 3.0g/dL L TOERTZIVISVMEZEEET S,
BOHELL T BEREICKAGHAEEREETIIGEETEELT S,

ST K OB B OIS T 31T 5

1. WAZWICH WD EERIER, AT REICE L T, 2BEE RICRBOBEN WGEEITE, Wi
NOFEO L DOEHANTHZE LI 2R\ (72720, Yo 2 R~ iRIERE Th - T,
RAREZR L DIZIR D, ),

2. IR IZIT D BEIEEAFHICOW T, BUREFHERO T TIERMTOIL TV OIRETH
ST, E¥6 A TRbEWREZEMIEWTZ L 272,

3. B, JEROBEN FRROBEEESFHET—EL LT LRNWE TH DM, mfERERZ ke
B2 ENRERSDIZONTIE, EREMROKNGEET 5,

- 50-



292 #aHEMt TS RAE
C =

1. #H=E

RPN R, OO ARETHEEBEET. BHEANL=Z7OTAFLIZHRLI-ET
HMOEFEL. TOEAIICZHLEERANRLTHEET 5. SHIIZE6HLKBILERR TELS R-SE
HBEE NBHMAZEL. ZLBFR. WEFE. TREL. 2BAKER . BEHMBRELGELEHT S,
AERMISAIELEDONFEBEERAARSLETH LN, BUEEAHICIETRALGEINZL, THED
HE. AERENFHIHELFEEEASLET,. BRTE. BREBF2O-HXRELTETLN
TW5513H5. ARLTEH, SMERR. R, BERRIEKMT . BRRICLLBRIBEOLELHILZL —
EEICOATTHRETHS,

FAEMEIX, BE 15~20 BAICTAESN, HRITIE. BEFXRIZZL, /K 26 FOLEHRETIE.
229 BINEET SN, & 30 ERIDOREMEE (L 20 FOHEIZ 1 ATHoT=,

2. FA
fREABICADDEENELSO>OTHRENEHSNDH. CORAICERMN OB RICHITTOTEE
RSN BW=HIZRETHEFZoN. BEATERSNGN-HRIEMOERRANESTSN. BEL
FEREDS MR LIZIRREICHHEZEZAON TS, REICIK. ZRFABEETLHEZEZON. EMIEITHER
FEERFASMIEN TGN, EFAETIE., A5 ZHE. BE, AFREREGENRESATLSH,
BT R RERIEFHATH S,

3. fEIK

BHEANIL=—TEEHL. ZOTAHICHRLEREE TSN EFET 5. HILEZEHL. NEERERTE
D-ORARMICBEZORAHIEHETHL. BROGEFMEREBEIICHMT HIENZ Y, B EBER
ZESTNSTOH ., TERNAOOHRLI-EEICHFET 5. SARLTWDBEB I #EEMET L. 9B HER
DI=OICHhT—TILVEBNRELL D, BHEREEICEALTIE. KBATIIMBRLGSH ., KEELL
BHBRET LT EHL TV AN EROES TE. IMEENRAIRE TR A AT E S, AP R
DESN-IHATEL HBEITRBEELLD, HEEDH . STEFLHRT 5, EAMCEBRES
RICKVBETRLLREIMEHELLTEETHD FEARBETHERERTLO-HICKELLTERS
NESEA BEISOBERRILELTRICBHELTRIVIAHDLGESN D=6 BHNLGEHRORRE LY
%5, BIRELTETONEZ 2/3 &, BHELLTOMREICHEL TS,

4. jaEik
FERAKX NREIEHEAHE. KBALIIPER. SRS, EFAEETL.. £R3INANS
mF T IER L. BLFIRS L. BERE S G E D F M EITINEIENZ L, SNEITRITHIEZR
$5EEE. BHELTHEREEIT) . REOERTIIEEENLEBHNEEZER TSI EIEFaTREL -
. NERBDEELEZONDIGEIE. TEELTONERENBIRSNIIGENH D, EDREL.

- 51-



FERODETBERTEHDBERGERMRESD-F—LERICESHV )T WEREG D, KRDIBS.
ZRMEHAEAC, ERR. ARMRHBERETILENHD.

5. Fi&

1960 FE(CRADFHERRNRET HFETIEFRTEN 100% THof=hS. 1980 FRITIXEFEH90%
[CETEEL=, T 26 EOLERETIE. KAANTAIFIEIE 7 B, BERHAEREEHT 6 2N, FRRER
B ERETHIE 3 BITHoT-. ARERIT 6 Bl ARMTHIRESIL 5 FIZRBHON., £iEITHTZ5
RGEAARCRHENAD )T PR ETHD,

O E#HEICHELEIE
1. BEH
#7300 A
2. RROWEE
T EXHRRBROBE EH DM, FMIITHATHS,)
3. MBEMIEEAE
RMESL RHERED F D, )
4. REIOEE
DB (BHE-HREZTOMIC, BEHICHS T OEMEBICLLDRMEBBEST OIEIR- HEGE EREREEIC
BLTHLEEICOI-2ABENBETH D BERL2ICHIBITABEOLCEBE. S5ICEHIEEEEH TE
TRIEEEE~NDAENDBETHD, )
5. PHEE
HY (BRPNENBZREROZHEEHY, )
6. EREENLE
UTOWFhhEiEi=d fle EEFELTHERET S,
NEETEBMTIEU LS MEEICKYAREELTELILAHLEE,
2) FREGRELE (UTD Z#2YiIR T 154 (EE6H A TIELLL 38°CUL EDRAEFESRBRLEEZET
Hma.
3) & :CKD EEENEE—IIVTHFOEIDISE,
4) ERESEIEREEICHT IEMERNDETISE,

O thsmiRtts
THOFEELSHHETRERDS GALKBSHANESE) WX ERMMANELO VRS
REE (RHHIETR. BHERAR. WKHERED) 25135 A~ XERAREFBITOLOOS
55 - I ORBA A K54 AR
FERES HBAFAYREGYHATERY %8 2@ I

- 5.



<BMEE>
FRMTREEE - SMER T LA T, £ TR ORI S KR R TR IHEE I 5 (Definite)

BHEANILZTFOTAICELTERAZDIHRASRLTEFEL. TORICEEHRBENMMRLTNET S, X
B35/ T ARLE-EIE RN S BIRGABIERR H L TV D, SMZERE B E T DO L, BN LIEB
ZORFDNONGEN, B EFFBEFALTLS, KNGS . EEE-FEDLIITZHLTLS, BEDEE. 4
MERIEZDUERETHD, TDM, MBRBETH . ERBIEBDESHLEL,

<BEHRMFRYz—<>

N LIzEaE8

NEBK () NEER (B)
Wi LT [E18%
REO (B) REO ()

Kim (k) FOER

- 53-



<EEESR

>

UTOWThh e Bl EEF L TRHRET D,

DEE1FETIREIU ESMHEEICZEY ARRA

BEELI-CENHHER.

2) FREFRERIE (UTD ZHRYIR T 5 S (EE6H A TIELLE 38 CUEDRAEHSIRBRBERELZERTHR. )
3)E :CKD EEENEE— IV TIHFROEBLDIGE
4) 143 Eﬁ&h&elﬂ?éhh&#%%&%no

CKD EfEERNFEE—hTvT
FEHRES A1 A2 A3
REHEERE
@/H) E¥ |EXEOR | SEEAR
RER/Cr k
(g/9Cr)
0.15%®& |0.15~0.49 | 0.50 1k
Gl |E¥UI=ME | =90 %% o AL
62 E_T:mmrs 60~89 4= = AL
GFR E% BE~hEE caee T 2T T
(mL/ % G3a | pr 45~59 3 AL DI
1.73 m) ~E .
/ Gap | TEE~EE |40 44 AL IR DI
S M & - S AR R
G4 |EEET 15~29 IR 75 DI
KUEXRE
GrS | (EskD) <15 7 7 7R
W ILE K OVEE FE Ay B DT S 2 d6 1T D B I
1. WAZWHZH WD EERIER, AT IR LT, WA LICREROREN 2V, W

NOFHOLDERAWNTHE LT 2R (27210
PRARER B DIZIRD,),
2. JRIEBHAATZIZ

> T,

3. 7ap, JEROFREEA B

BT 6

BT DHEIEES

RO ESEE 7y

DT ENREREDIZHONWTIR, EREROS LT 5,

- 54-

BRI 2 T BRI C o> T i

FRIZOWTIE, WY EFIEEO T TIHEMNM T TV D IREE
MH M Che b EEVIRREZ [ERINVHIKT 5 Z & &7 5,

VHETEULIZRZY LRWE TH D0, mERR R & k3



