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RETTEHAVIEEMICTHEFEL. 2 LHLVIEERMAERRICKYERT 5, migfKORUMEHIE
ETREBCEROHIENZLIMEENHD,
3. WEMR
MARL-MEDEENA LN, MEDEECILEERELNRDOOND, FBEFHIHFETINED—
HTHRTEEVNILEEZ L, RALZOERNEAREIZES . AEHZmZORRIEZFESICENH D,
DU NEEHDZHITLLTIZEYEONS,
ATHMHFEEL.UTD1,. 2. 3. 40L2TORRZERD. D50 (a), (b)XILl)EHE =T RE,
1. BEMR
EBIZKYERTEHH/NLEWNEREREZED D,
2. B#FR
AE KA. CT.MRIZ T BWLERIZTK/MELLZ1 DL EDERAFE S NEEELLITEBESIZE
HETIEEMRELLTROONS, ElINEROMFRITERHAL,
3. EfaNARR
2R (R 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
RERAIIZE, KERBVDLETHRARTRZEZERL. SERRRTBHRREIBZETIRE. BHEF
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. QoW IFnhE#‘-TEDERRET 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:
RIELRIDFENETITADDITTIEAEL
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
EICINBIERBELT DA, FiRar
DBEELGWRETH S

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. BEMGHIMOYRIZE260, F-(F, BiEHMEBEMD =6 A —REEOHIMZ EHMAICHE
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. BMMELEDBIRMERRESHTIIRAINEREICELLD,
KA WTILYE J OVEE FE ST B OIS S 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 ERLOEIEE ST T ELL LIZZY LW E TH 50, MR 2 ke 9

HZEMPEREDIZHONTIL, EEERONG LT 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)
HY FARVHERDZEEEHY, )
6. BEREENLE
BofEEANMEENDEEESEEZANT Stage3UEERRET S, =L, EMEEETOTL
TAESJOEVERE 10g/dL UL EDE (T AFRNET S,

O 1R
MEREEmEE IR BRI
HMRARE BHEMNKE m&R-BERAE &R =8 HF
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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 EYEEEITORONTAESOEVEET7~10 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
HERMMASEBAIBRTRRINAZENZL 1TFHEETIZ 0%NRET D, BMOEIRELTIX, BY)
n.#BE OFEV. ZIEFER. BRELHD, H50%FELOFELEEREEHT S,
4. BEE

WMMERTAMNRENSERTH D ARIERFITIE. FEFHBEOELHAHD.

5. %t
EMPERE—BUICRIFTHAN., ATAAFEERVEMKRFESHE 40% T DEELTHY. TD
BIMERARUVEHEDNT=OIZ. REIChIVNESIN, REFEEDEFDEIIEWNEE R, £, 7
7oAZBMEVEEITEOND, BEEHEREZEHLOTL,

- 23-



O ZHDHEIHELEIE

1.

BEY

#7300 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
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<EORREZE>
Definite., Probable Zxf& &9 5,

BIEMEMORERALSEEDEILICET 2MRIER DS IELE

A. oA

1TRRBERETHD,

RERMEB M (HDUVTEBRER M) THO 2RO MEKE D% BHAELN,
RRFmEKE D ERD 5,

FEFERRTER MR D HRE S ER A B REZE T 5.
HTHMFTATEVR-TSvI77 0 BMICRON-ERFERE (D) 2895,

o bk 0N =

B. PWiEXIFTHEE

RXFHEE
1. REEEZET 5.

INKRFEE
1. FRMEKTT /0T T7EH—HEiEM (eADA) RIEETE T ILEFA L (eGSH) DEECGE),
2. HHEMFATEVR-TIvII7 0 ENICHONEARTRERT 5, (k1)
3. HhFDLER,
4. HhDOEXRMEBHESSAEZRFEDIILLLEL,

C. A2 H
UTDEREZENT 5,
Transient erythroblastopenia of childhood (TEC) . e R AT EE. AT YNNI FALTEVREIREE.
SERMEEKEL/NMURDE. E7VRERSE

D. BIRFHMRE
HIZFOER
RPS7. RPS10, RPS15, RPS15A, RPS17. RPS19, RPS24, RPS26, RPS27, RPS27A. RPS28, RPS29,
RPLS5, RPLY, RPL11. RPL15, RPL18, RPL26, RPL27, RPL29, RPL31, RPL35, RPL35A. TSR2, GATAI,
EPO

<gkohTa)—>

Definite: AMSIHBE D55H4IE B LLELFi#ET-F

Probable : DM @D WNNTNMEiET=F,
D ADSH3EE +BDI3L1D2DRHBNI2DD/INKTIFEE,
@ ADSH2IBE +BND3L30D/IIIFHRE,
@ AMSLIER SGERTFER) +BOSH1 DD ARZIFEAE

¥ 1)eADA & eGSH #RIFFAIEL . SVM RIZKBHBIKICKYHIET S
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#&1. A4T7ER-TS5949 77> (Diamond—Blackfan) BMIZH# 5N B S 52

BRER. ERME. O MERFRREE . AEXK. ®OE. /NEEfE. /NSREE. /NEAE. BEAL.
MR K, IRETEGE
i3 BHER BB SIE. ERIBE. BiEER. TIRIBIEk. S15E.
BEEEARRE
B . R BliaRE. BEE. BEMK
10 - i DEFRRRIE. DERRREA. XBIIRESR . 3037 H
ZDfth
ZRER ELNE RN ]
AR FRMEZRE, 8, ERXEARNE
ER FEESF
BEHR
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<EEEDEE>
Stage2l LEXRET B,

D2

x2. BEEDFE(FK 29 FEHRE)

stage 1 ¥ WK FE TEPREELELLGL

stage 2 POBRE BMIEHKREFELEA ATAMFUNOEMEREELEET D

stage 3 P ATOAMMKESE

stage 4 F E EHNAFMIkEMELEET D

stage 5 XEJE EHEEDEH#

1 EMEERLE. RTOAROMY A IRRKRYUHREEIRT,

2 ATOANKREMEF. AT OEVEE 80~100g/dL ZHFT5DIZATOCRDERH S
FRBATENDBELGEEEET,

A3 EHMGRMEKEMIE L AETOEVRE 80g/dL Z# T 5DI(22~8BEDHMALEL

EEEHET
T4 EHEMAUERE (MDS). BilfR. KIBRE. BRE. KERELCEOBLEESEZAHLIZES
FREELET D
ZWr i HE N OVEE L S0 B OIS B 1 % B E HIH
. AN D BRIRTER | *ﬁ*ﬁﬁfﬁﬁﬁ? ZRL T, W LI OBER 2V EITiE, W

h@%%@%@%%wf%%biz@w(kﬁb\%&%ﬁ@ﬁ@%m#%ﬁﬁﬁ%ﬁ%OT‘%
SHERER HDICIRA,),

L AREBAAGTE ISR D BAEE IS OV TR, IR EEREELO T TIRIEAT LTV 5K 5E

2T, HIT 6 207 [H The b HEVIREE %EEW)#’U’TT% L5,

LB JEROBREN RO BEIEESEE T EL  EIZY LW ETH D0, EEERERE kT

DT ENNEREDIZHONTI, EEEROXIG LT 5,
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285 Jrra=—&Mm

1. @E
FEAEOMSBEEFSSIC, DETHERLEKELD . 2) BHERBRERELCAMBEA~DBIT. 3) F4AD
AREE. HEEFPADEHERTLOHIMEERETHS,

2. &HA
DNA DEEIZEIK 22 D77 a—BMEFEEGFAINETICREINTIND, 2DFBRNTELER
LHDBEERREEDN BISHE X 2EREHE (FANCE) E 2B EDT /RRIFUNRATATER
(FANCR) . RN IS IXBAL M TIEAL, L4, DNA EHEEHATAREERFELTTERZIILTER
MNEESNTEY. 7702 EETIIEMBMEICE TS 7 IILTEREIEIZLDY / LEENEBETET.
BHRALNETT AR SN, K TIEH 0%ITEEFOEENARESN TS,

3. fEK
REOBRLE. BADEREE  BFR. HREEFLEHIN. TORBEEZHTHD. MNEH
[CEATHEQ R MBGHAEEREL. BEHMSBRAICH T TERHERBERECAMSHEA LR
~ADBITNHONDIENEL RABIZERERGEEDRESAIRINENT S, —H0EEFEETIK
HINRBITNRAACAMFERET LD HD.

4. BEUA
EMRL . ENBEEIHLTILE MERBEL T —AEENE TESARTHD, BRI ADILE
kSR THY . FRBENEHELS, BEOEXREENHOTHEBTT S,

5. %t
10FFETIZ80%LL L, A0 FFETIC0WBULDEE X, BAEFBRHEMFRET 5, EEHMSHRALR
[T TCEHEMBERBELCAMBHEAMBADBITAADNEIENEL, 20 HBEBZDHEEREE
BEDFHENA)RIPEMLFTEFTRTHS,
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O EXOHEICHELEIE

1. BEH
#7200 A

2. RROWE
AHO7 2 BMEERFERNRETIILTEREDBEEMNTREINTINS)

3. MBEMIEEAE
RN GEIA L., EMaFESICx L CIEEmRaEiE)

4. REIDEE
DLE(ETHETHYDPACERDOEREEICHIEERFETERIET D)
HY (FARIHERDZEEEHY)

6. EEENLE
BEFBRHEMICEALTEIRREBETRMHEMOEEE S FBICELD stage 2~stage 5 BXUENA
& D stage 6 ZHTEHRDARET D,

O E#HRIZH T
D7 =8|
MERRE REBEAXZEFHEBRZEZRELMERMY Hi% XHMELE
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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. BARDEXREE MM DEEITH 80%IZHLNED ., 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. RER
1. 2 EARTRENE (ERAKKTE) ERL. NI A4L 2 CHEED DNA SR BRI TUIEET 5L, L6k
D HDIER OSSO T IIVIBEEF DFHMN G LB ANERIND,
2. FANCD? WIS BE/AEXFULEDRDLELY,

C. #RIEZk
UTOHREEHEANT 5.
ERMEAEREE. 1T Y\ F AT EUR (Schwachman—Diamond) E{ZEE ., 55K 14 £ B &K% /)N
WA E . ET YV AERRE, BRI KA. EMOENRIEEERIE, TIL— LR, TAS—AVIE
£33

D. BIZFHIIRE
77 B MEEFOEE (FEF R TDONA DEEICEUTO 22 077 0 BNEEERFIHES
nTLd)
FANCA. FANCB, FANCC, FANCD1(BRCAZ2). FANCDZ2, FANCE, FANCF, FANCG. FANCI.
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FANCJ(BRIP1). FANCL., FANCM, FANCN (PALB2). FANCO(RAD51C). FANCP(SLX4).
FANCQ (XPF). FANCR(RAD51). FANCS (BRCA1). FANCT (UBE2T). FANCUXRCCZ), FANCV(REV7),
FANCW(RFWD3)

<gEohTIN—>
Definite: A FDWVF N & T-F 5 A % Definite £3 5,
(MADTIEBULEZEEZL.B D1FEIX2%BH. C DEELEBRNTESH5E
(2)AD1IEB UL EZFET-L. FANCB & FANCRERRDD W MNEm 7 LIL T, HAHNIEBHET
FANCB DZERZERASN =158
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<EEEHE>
BAFRRMBMIZALTIIERMEBATRMBMDEREEDLEIZLSD stage 2~stage 5 BLUHEMNAED
stage 6 ZIEEH BN RET D,

stage 1 B} fE TEELS TEIMEDHEELELLEL
stage 2 HEE LUTD2IEB L EFi#E=L
a. FRMEKEMENHEELLLY,
b. FRMEKEMENELT D, TDHREILEA 2 BHRE,
MFRMEK 60,000/l K
bF e Bk 1,000/l K
/MR 50,000/l i
stage 3 OPEE  LUTO22EBLULEZEELL. EA 2 B L EOFFMEKEME
BLT 5,
MFARMEK 60,000/l K
4F HhEk 1,000/l K i
/iR 50,000/uL K&

stage 4 E JE UTD2IEB U LF#ET-7,
#FMMER  40,000/uL K
¥Rk 500/l F i

/MR 20,000/pL i
stage 5 REE PFHRERK 200/uL RiGICHIA T, LTFD1EH U EZ®ET=T,
#FRIMMEK  20,000/uL K
/MR 20,000/pL i
stage 6 EEFHKE BHEMRERE. ALK, BREASADEG
1 BATRUBEMOREEILTR 10(1998) FEIHRESNT- 5 BREEEEZFAL29(2017) FEITEELED
DTHD,

SRS ELYE N OVEE FE 3 B O 2 38 1T D A

1. BABEICHO D EEFER, BRET ST L T, 2R FICBEBEOREN WA, VW
NORHObOZEHANTHZELIZZ R (7272 L, SEEFORR 2 T BRERE Th > T,
RAREZ L DITIR D, ),

2. IREBIAEIZIIT D BEIEEASFHIC OV T, MUREFIERO T TIRREMTOIL TV HIRETH
ST, HEIL6 2 H M ThbEWVIREA ERMHET2 2L L35,

3. e, JEROBREN ERROEEESEE T EU RIS LW E TH 508, mEERER &k
52 EBBERLDIZONWTIL, EREEMROMNRET D,

- 32-



288 HOREMERXMERERFRZIE
C =

1. #H=E

mEEERFHABSRAEOEEERICE - TERMEICTERT 510, LIEOHEANTRELST-
Y, MERIEGE. URAEANREE T AOIC BREEXFLENEFICELTEELMEREET 5K
RTHD,

HRMIZE, IR TOmMBRRBERFISHLTEESMAENELSS, CITRH REZTHEERFDIELE
IZ&Y, DHIEEREMHERMERRESE XIL-13 AF (FXI/13) R Z4E (IBF: ES &M H mE X) 1.
2)BEREMHERMEERESE VIL 8 AF (FVI/8) RZE (RRMEMRRKA) 1. 3) B REMHEBRRME
von Willebrand factor (VWF) R Z i (B 2 & % X von Willebrand Disease(VWD)) 1. 4) B2 R&E 4
BRMRESE V.75 AF(FV/5) RZE(WLWHPSBFV/5 AEES—) 1. 5) TECREMHBRRMEERESE X
EFFX)RZIEID 5 FIRERMRET B,

2. [FRA
BERKICED TN EN DR EEREFOEMLEE (LWhP S/ EES—) W, B SRR ERMEE
RFEDREEEHRNDREIREINS=DIZFRERFNBDTHE(DIVTIARATE) M., HlD
RREGHEENSNEHASND SHLGERERB-FREMOBCREMLKRE. BEMERE. BRE
BE) . IR/ DBEFOTLDA, FEFDHFRIIRFRMETH S, BRIICBCSHRAENELLEREF
BATHAHN. FRFERET. BWMEIZZVNI LML ETO—REER LIS,

3. fEK

1) BEREMEXRME FXI/13 RZE TE. — #7405 E R E#EE (prothrombin time; PT. activated
partial thromboplastin time; APTT 72E) DIEIFEEEHFHCHDITEN M HHT . BRABMT 5, LHM
DEEHERE (AR THEE) DHIONZ WA, EOEIZTEHMT 20N H S, RICKEHM
TEHENDTEMZEY S ENEL HMMEDavIERITIELH D, HMEBLIICE > THRAGER (v
N—FAVMERBEPREEBGE DEHHE) DNEZLHATREMN $H D, FFICEES N M, RS M.
RERERE M., REEEE ML X, B@mrEiy55,

2) BEREMEXMY FVI/8 RZAETH, HMFERNEELLDOMN S RALELE T H M OHA
NHEMEZEHETHIENS A, MEAFAGEEM FVI/E RZIE) EERLY . BMERHMIEENTHS,
HIC,BEERN. RN, EEREMOREEHRDGE X, RGN ELRYBEIOTEENBETHD,

3) BEAEMRXME VWF RZEDHMARK (T, BHTEZHETHL, EHIIE. BENSBIEEDIDE
THEHADEEEDHMERERARET S50, FNIRELOEEDHETTESNLEET S, RIS
RKEHOULTEM, HM4SavIFEITIENH D FFICEEERNE M., MR NGE EHamrED
%

4) BEREMERXME FV/56 RZEDHMAERD. BHOTEE THAHH, REEHMASEIEEHIA S
ERLHS, EFE. BENSBEMEDIDETELADEEEDE MEREZARARKET S, RELD
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EREDOHERTEFMBLLIELIERERAT S, RICKEICHMLTERN., Kt avrZERITIEEH5,
BIC.RETHOFEHMIBBENEONFERTHIOTIENDETHD, K. HIMIFBELEZI LN
TERA, EEL LB DR,

5) BHoREMERME FX RZIED., $E-ETHOASALADHMEREE T SHIEAN L MRP
THOBELNEL, EEMHMMEREBICHEIN ., HEREOMIEICLYSEE BN EIRINGEH
DH/ELHIDTEEIETHD, D B REMHEREEER TR ZAEIC RSB EAEHIOF ) Fikb
VOB DREED-EEEICLRETIENHILICBETILENSH D, 4H. BHICSLME
mhHd (B 3:1),

4. AEik
A. L
A D=OIZI1E, FTEDRBERFNERL TLSINEFEZEL TH L., 7] AR PO 5EE R F4#

FEEAEZERLTDUEMBEEERTILENH D,

1) BEREMERXM FXI/13 REZETIE, LMD =012 FXI/13 BiERFIZEETEENANET
Hb, =L, BEMRKIZESMVEEA—VORBEEERRERNENH LD T, 5L FXII/13 &
FINELLEREATHRERSI-O, LT L5FTEERDIBE, BMEEAINETHD,

2) BCREMEXM FVI/8 RZETIX., EEMHMITHL GRONMNIUENEZ R ETILENH
Lf=%. =L B AR AU EES—AFET SIHE(E FVI/8 BREEICIIRIGLENIEA S L
DT, EREE VI T BFEVI/DRIEE L TOMIVE D E S EREFIZ RS T D (/SR 1L
BiE) o

3) HEREMEBXM VWF RZAETIE. MDD F-&HIZ DDAVP(1-desamino—8-D-arginine
vasopressin) X |& VWF & F 5@ FVII/8 RiERF| R 5T 50, EHIOBEADEOHEIZL-
T VWF QOEURELFHIANKELERLGDLID T, TN TN DG DI - ERRNRICE o= ER11E
BENMLETHD,

4) BEREMERXM FV/5 RZETE. EFBMHEHMICSHL TREONIUENEFRETILELH
%, 112U FV/5 BB EFIEH RSN TLVELO T, FffEfEmE XILERE /MR (FV/5 Z58Hi 5
[CED)REFH/RETHIEN SV, FEMEHOAEVESG T, A EMIERAHIRT SR EEMED
HAIDTREICHI->TIREBELGEBRENSVLETH D,

5) BOAREMRRY FX RZETIE, FESEHMISHL TGRONMIIEMEZZSTIHENHD, 1=
L. ZHAETIE FX BBEAEHRSN TULVELD T, BINkFZ PCC(TOMAVE VB A KRG
HAD . GEMER PCCLREEXRETHDOMNRATHS, HERKICKDFEEEZTOVITSIVATTED
f=HIEMMRIFBENELEZEDAHINDTEEIETHD, REDEETHEERMBTTRELT
LR EERIIZIE FX BHBFIALZELOD, hAETIEHRENTLVELD T FX EZD 1/10
EOFEHYE VI/TI BAFFVI/DEERTHEHEE FVI/T-FX EEHEIDIZSHAREDERTH
%

B. fulkiRiE FRERIE
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HEeAEMEXERERFRZENDEDRRIEIFATHIN. TNENDEBRRFIXTIEE
RAPHODFERTHLIDT, RERIGENATEECMADOELEZ LD LIVENSH D, FEHIICEL>T
RENFIEOMRNELGY, B— M ERITHEREINGL,

1) BIBERBERTOSMREDS/OTFRI7FIRGEDREMNFIENEDNTHEIENZ L (FFIFEH
HERBIREBEICHIEN) , HEFRTE . MARE, BPIELEDNHHGEE L. BIBRERTAMREDE
BIEEICHRET S,

2) BEEREOEGICIE)YFL T (rituximab) 2 VARKRYD A, THFAT) o EDHRELE
BT 5 (SHIFEREREES L) o

3) BE.SHEA L/ 0T EE (intravenous immunoglobulin; IVIG) [FHEREIN TULVELY, =720,
B RESERRYE VWF RZETIX. VWF LRLZHBRIEESEZ2EAH S,

4) WLMAEICHETHEEE. MAZ—FNICBRET H-OICMBERHR., REREREELEET
%, 1. BOREERXM FV/5 RZETIE, BRAKFICIE FV/5 fFREEZRR TMERIREE
BT BHIENEENTHD,

5) 3—AY/\TlI. BECREMEXM FVI/8 RZIEIC FVI/8 HFID KEHR G LAZIMNFIED ZH
HAICEIIERBEARELILHAAON TS,

5 F#&

1) BEREMEXME FXI/13 RZEDFRIIFRTHS, HMIZKDFERITH FXI/13 BERAL &
HENTHEZHINDHIAH1E], AMHICHMET 25559135, ERICHEYBELTHMET
BE0%918] BELTRIABEEDOEFIHN K28 RER1ERBETEEDOEHFI2E], EfF
DEFIHHIBEITH S,

2) BEREMRXM FVI/8 RZETIL, FVI/8 1V EERA—IE, RFEIFIF ALY > AILESRE
FTEHIENZLD, BRTHIELDEN, FVI/S HERENEEL TSI ELHY . EHIMNREE
SUORNOBBHEENDETHD, BTEEE2~3ELE< HME LY L HEINFHIEEPOBRETEN
ZULDOT.BELGEENDLETHS,

3) BEREMHRXME VWF RZETIE. MEMGELET HEFNSERERT IEHNETTFELS
BRTHAHD. BERIENLTREICOI>TELET SEHEDEILR, IBIT, L o-ABRELI-R&IC
BRI HEMNLHLDOT. EHRNREZECRPBOBRBHRENVLETHD,

4) BEREMERRMEFV/5 RZETH, BRERTHEFNSHIEMENERTEFETTFENSH
THY . AEICERLTREICHOI->TEET HEFB VLGN, E5IT, W -ABRLI-ZICERT
HEFBMESNTOADT, EHHREBZEORIBOBRBHENVETHD, BH. BARARERSN
F=EBFEIROEHI T, FRENFERIARONLAREEAH LD T, EHRMNLEBERNIVETHD,

5) HEREMERXME FX RZEF. BEZHINIZESANBH TLEWN-OERGEFERIETHTHS.
BOTOHDHEEZHEGDELED TIE, REMFFEETER T HIENE D KIEBLELVESZE
BHBHETDRYTIEELY,

O EHDHFECHELEHE
1. BEH

- 35.-



#7700 A
2. RROWEE

TH(BCAEERHEBORRENHEESN DN EBEIN TLVEL, )
3. MBEMIEEAE

FREESL (RHERE L REINFZEZRAVSH+DICHEIISINTLVEL, )
4. REDOESE

PLEGRBET . EREBRERYIRYT,)

HY (ARIEREBAMEIEMPFRDBHEE)
6. EEENEE

BEIEMICEERmME 1B ERBILEHESEEFEL. HRET S,

HAMERBBRMREX B REMEMEARBEOMITAILLID-ODEERELIMMENIZEEHD
ERR AT BT
MEAKRE LWREXF(EEE) REHE —EHET

BAMmMEIEMPS BXEORBATAFSIUEREES
REE FRERKPNERZE £ZE BHP—B

BAmMZIEMPS BEAEEHHME FXI/13 ZSHELEEREZES
REE WEXE(EESH) KLELHE —#ATF
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<PMREE>
1) BEREMERRMERESE X113 BF (FXI/13) RZ4E (IBF: B2 R&EMEE MR XI: AHXIL13) D2k
Definite. Probable Zx{& &9 5,

A. FEIRE
(1)iBE 1 FLIRICHRAEL-H MERLH B,
(2) XM/ EEMEE FXI/13 RZEDRIEEILL,
(3) M EBOBERINLZL, HFITIBED LM ER (hemostatic challenge; M5, Fii. 1k, 24k
BE) I by,
(4) g EZE LR M/NMREGE DBEIIRSHEL,

B. &R
1. BEMBRETIXI/I3ICETAUTOIDOEEDHNIDLUEDEREAH S GEEILEE. EEH 50%
LT,

(DFXM/A3EMS. FXI/1I3 i RE @E. mELLET,
=L, —EDEEHI. HIZ (£, 51 FXII/13-B T 1=y ARIAAREDESITIL., FELATD
BFHAAS FXI/13 RF|ZKDAEICK>THBFLIERESEIAELRLSIENH D, FXI/13 BEDEE
DETIEAEEESS OBEHORERFOETEF > TEE~FEEICETIIEELEES
I & N5 EfE {% Ef (disseminated intravascular coagulation; DIC) . EEDFEEHREIZLD - XRE
FXII/13 RZFETHDHZEN B,
(2)FXII/13 LB GEME /R E) 1 FXII/13-A T 1w B2 RANRRD FEAE DEH TIHE
TLTWLSH, H1 FXII/13-B 4T 1=y BEAENRERDEH TIEEE TH .
(3)FXI/13-A HJ 1=y FXII/13-B T 1=k, FXII/13-AB, Ji[RE 1 FXI/13 B2HiAD2A
T/ ERIZE ST HRABIEEEFTETLTLS,
2. EEZWARE
(X3 AV EESA— (AEEHRK) NEFEET S * (UTOEAM—DLLL),
o EEMBTIEITHRHEEPTIVENAHEARBEICLZIEEMEENT  1EEHE XERSHR
(B7°CT2B5MIMNIRR) BE DR E TH M,
o NfRIE: —EEDREBMBCHKL(CEREFRRULESOMREZRE LT, 285/ 37°CTM
AULTHDIRTF FXI/13 SEMERET S (NEASE),
o Y BARA FXI/13 HEIZSHERT, IREERO FXI/13 FHOERE, iEHE GBS
[R ) DKIEHIETRECED FXIN/13 FHEEFNZBHoNNIE. FXIN/13 41 VEES—DEARNTRD
FEBAELTELY

(2)In FXIII/13 B2 AN FETS (UTOENI—DL L),

® A(L/)JOYME.ELISA, 1 L/D0OY MEBEDREFHIRE TBIE,
o [EEMHA(FXI/13 M VEER—) DFE R, b b gtk PimE(IC LS hETER., HLMITOTA
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v A-. TOTMY G-EI77A—ABETHRIELIEFIE T FXI/13 4 VEES— A {fD KigLE D HERH
oNNIE, 1 FXIII/13 B 2HADREIGEBAEL TR,
*IER. SEFV VBN REATHHELI-FERDBEDERH DD T, RZETNICEDREINHIZE
BEIZESAEFEZERICEET S,

C. #RIZH
EEMEGEXRM)FXI/13 RZIE (CHITDREFERAK) | R FXI/13 R ZAE 58 14 10 E PR EE 1% EF
(DIC) | i, 4M& . AMFLE DMABMIES . BEREFER. FFEE. AN/ uk-2 051V £, 181
REMBEERECEBEXRER. 70— R4GE) ] BEREMEXM FVI/8 RZIE (RXRMEMERRE A) %
K14 von Willebrand (VW) SEI&EE (AVWS) ($FIZ B 2 RZEMEER X von Willebrand factor (VWF) RZJE) . B
CREMBRRMSE V/5 AF (FV/5) RZEFZENDETHECREREZEREH NFLELEERNT 5,

<gEohTIN—>
Definite: ADET+B1RUB2-(2) &=L, CEBRLI=2D
Probable: A& T+B1XRUB2-(1) %=L, CERRs\LI=2D
Possible: ADETH+B1&#&E=3+1D

<BEmMR>
1. — R ERE
(1) HImFERE: @FILIEE
(2)PT EAPTT: BEIXEE
(3) /MRS EEIXIEE

2. ZOHDRE

(1) f/MMRA FXI/13-A SR E (HAHULE FXI/13 [FH) R M/MMREARLTAE T HEEEENR
HENDHD T, XM/ BIGHE FXIN/13 RZIEDATREMZRNT DDICHERTH S,

(2)FXI/13 WHIE S EHER : i1 FXI/13 AR DR E . ARABRTHOMNITELIENH S, V)T IV
ATTERFUATIE FXI/13 2 EF 5 MIMAE MK D FXI/13 /R EDEURELFFHEAZHEST H
LIZES T BREDTENRREIZILS, =1L BRETTE I RE B IRFEMGRT R TR, FXI/13
A2 EES— BAEMHAR) TIE, FXI/13 JBHEDERRELFBHAEHET 5T LITE-T FXI/135E
HRAELNERIND, FXI/13 FHERREXRBFICAE T HLLEFEGEE RE)LETETE
%, CNLDREIF. REHSD FXI/13 HEIDIZSEOMHR. HAME0 L MAETEEIITHL
THLERATHS,

2) B REMHEZRXMERESE VIL 8 BF (FVII/8) RZfE (B XM KR IFA) DSEAE
Definite. Probable X1 & &9 5,

- 38-



A. JERE
(iBE 1 FELRICRAEL-H MRS H S,
(2) KRR AGEIEM FVIL/8 RZIE) DRIEFEMNELY,
(3) MR B DB EREALZL, FITAED LM B 7 (hemostatic challenge; 4ME. FiT. thiF. 24k
BE) IS mBAELY,
(4) ugEIZE L M/MMREGE DBRIIR S L,

B. BEMR
1. BENBRETFVI/SEENDUTNIDNEBENDHIDULDEENHD GEEIL FVIL/S jEE. FVIL/S i
[RENEEED 50% L),
(1)FVIL/8 &M (FVII/8:.C) : b T ELIET
(2)FVII/8 AR E(FVII/8:Ag)  BEITELIET
(3)FVII/8 LLiEH CEME MR E) BEIXZELIET
2. EEZWARE
(DAPTT REREGREBRTIUEEA—ETHSD,
FEI D M 5% LR E RO MFZSEEFE ICA/FUEE L T, 37°CT2RMMEL TH S APTT ZRIE T
%, HLMICTICITHITNIEAIVEEI—DHFHEZES M VEEBERRERBEOIL—TX7oFI7
JoURTIEEBRERICAPTT ZHIELTLEBEREOERNZRHOoN LD T (ENRFEEE) . #5111

BRTHS,
(2)FVII/8 frptlz‘";“l—(}iilﬂﬂﬂ?ﬁlll%) NFEET S,
HEBIE : —EEDREXBMIBTIZHR L ITEREFRUEAOMIBEREL T, 28E 37°CTINE

LTHhSIETF FVIL/8 FMHEBIET H(REXFEK), T2EEFR (2471 EXTLBEER (R1T2) 4
DEEA—HHY . BERXEMRBATIEIHRENZ LD T, FBTF FVI/S8 B 50%EBA -AREEE
AWTArvEES— iz EHTHERLY,

(3) L FVI/8 BEME*HEET S,

FEREEERKE, EIHEAREB (AL/TOYRNE ELISA L. A L/VATNELE) ERLNTRES
MICEEINS, FVII/8 AV EER—, THADHLIEE MR FVI/8 BEAt. REFMAETHRES
N WEICEFT SR FVI/E BERALHBITRE T HIENARELD T, /. REITIEREDR
B EROHECEBERICERATHIEHFINATNS,

* HIGERZEE LGV FVIYS BEMA GEREEBARABERR) LFEETHIENBESATLDD
T.A-(1)EB-1DHEVLDIEBRERRIZEHLL,

C. H#RIz28
MmRHEAGEGHE FVIL/8 RZHE) . E XM V.5 BF (FV/5)-FVII/8 HMARZIE. ETHZ XM
FVIIL/8 R ZfE (FEFEH M E MR EEZEE (DIC) 2&) . GEETE) von Willebrand disease (VWD) . B 2 & 4
%X VWD (AVWD) . £T®D Z X1 von Willebrand (VW)EZEE (VWS ID MM B &R E . NEEMEM/NMRIE S E.
EFRARMEREIE TIE. Yo N\ R T B HIEEM R B E DAL RREENHIIEB D REMEEZRME VWS),
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BOREMERRM FXII/13 RZE. BCREMERRME FV/56 RZE. U VEERNERBRGEERNT
60

<zZWoHhTI)—>
Definite: ADETH+B1&RUB2-(3)&#i&mf-L. CEs L2 D
Probable: AMET+B1+B2-(1)XIIB2-(2)%iEI-L. CERNLI=ELD

Possible: ADET+B1%&i#H=91D

<&EmR>
1. —fiRM MK RERE
(1) H BRSO BE L IES
(2)APTT: TR
(3) M/Mr%y: BEILIERE

2. TOMDRE
(1) VWF Ristocetin cofactor {&14 (VWF:RCo) : @& . IEE H AL EE (K mEF)

(2)VWF fi[RE2(VWF:Ag) @& ., IEFE H AL E (K m )

3) B REMEXTM von Willebrand factor (VWF) R Z4iE (B 2R Z M E KM von Willebrand (VWF) R ZfE) D

Definite. Probable X & &9 5,

A. EERE
(1) iBE 1 FLIRICRELERERNH D,
(2)VW f5 (VWD & VWF RZHE) DRIEREM LY,
(3) M4 &EBDBEREENZL, HFITIBED LM E T (hemostatic challenge; M5, Fif. tkiE. 74k
BE) 1Tz ME AL,
(4) frgEZFE S M/MMREGE DBRIIR S L,

B. &R
1. BEMNBRETCVWFEEOUTN3IDNDIEBENDA1DULDEENH S GEE (L VWF Ristocetin

cofactor ;& (VWF:RCo) . VWF /R E (VWF:Ag) BN EZEBD 50%LLTF),
(1)FVIL/8 ;EME(FVII/8:C) AE T HADLIIES

(2)VWF:RCo & VWF:Ag: @& (& &HiF

(8) VWF LtiEME (VWF:RCo./VWFAg) : BEIFHEEMISSEICED

2. EEEZEHARE
(1)VWF /2 EEA—HNFET S,
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VWF & GP (Glycoprotein)lb EDMEERAZEET 51 EE4—REMEREK) A FET .
VWF:RCo H" Ristocetin—induced platelet agglutination (RIPA) 7 vt/ ZHAV - EEMIZELN T EREH
E% (37°CT2HMINIR ) THRBEMICRH T ENTES,

(2)11 VWF BEWRARDEFET S,

FEFREMRARE, EITHERER (A L/TOYNEELISAE. A L/VAINELE) ERAVWTRES

BIZHREINS, 1VEES—(FEEMR VWF BEHRK) 1, REFHAETHREINS,

C. #RIZH
VW & GE{RtE VWF RZ5E) . £ TO RN VW IEIRE (LM ER B . AEMEL/NMRIEZE. P RIREE
BEIE THE. YU/ RIS B REIEE MR BLGE DRELZRREENHLHIEFB D REMEERM von Willebrand
FEIREE) . B REMEXYE FXI/13 RZE. BEREMEXRM FVI/E RZE (BRI RKEA) . BE
RBEEBRRME FV/5 RZELREERNT D,

<gEohTIN—>
Definite: ADET+B1RUB2-(2) &=L, CEBRALI=2D
Probable: A& T+B1XRUB2-(1) %=L, CERRs\LI=2D
Possible: ADETH+B1&#&E=LI=HtD

<&EmMR>
1. — R MK REIRE
(MM HEmEEE:ZEXITIEE
(2)APTT: ERXIFIEE
(3) Mn/MRE: IEE . EA T E 0
2. ZTOMDBRE
(1RIPA:IEE. BAHAHLE RN
(2)VWF R)LFI— EEHHVEEE (BRFEIVI/ILFI—RNHDLIEFELD)
(3)VWF 1 55ER : VWF & F FVIII/8 [RiERFIZIR 5L T, EEMIC VWF FEEmREZREL. ZDE
IRE, FRFEETHETHEITES T MANSDBRERE (V)T IV XTTEER K 1o EES2—(E
EMRER)DERLREEHTE T HIENTEDS, 220, BEIREDET LR BHDEMEE AVWD (245
EMLGRRTIEGL,

4)HCREMEBRRERESE V.75 BF (FV/5) RZAE (WO DHE V/5 AFAEE2—) DESIEE
Definite. Probable X1 & &9 5,
A. fEIRE

(1)BE 1 FLRICRELENERNH S,
(2) NI KRR GERMY FV/5 RZAE) DREEALY,
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(3)HMH&EEDEEFERMNGEL, B ED IEME R (hemostatic challenge; 4M&. F1if. tkik. 74k
BE) I~ -Hmb i,
(4) s EFE O M/NMREELE DBEIRE AL,

B. #EMR
1. BENBRETFV/SEEDUTOIDNEEDAIDULDERELSHD (EFIEFV/5 EME.FV/5 R
ENEEED 50%LT),
(1)FV/5 &M (FV/5:0) : b T ELUET
(2)FV/5 IR E(FV/5:Ag) BEIFELIET
(3)FV/5 LLiEMH CEME RE) . BEIEELIET
2. MEZHARE
(1PT RU APTT REREHBRTIVEES-BTHS ",

FEFIDIMITEARFE X ROMIBT 2SR EICHIFVES LT, 37°CT2REMALTH o PT XU
APTT ZAIET %, LM TIZITRITNIEAVEEA—DHFEZES. . ) UIEE
PRATEIRBEDON—TA7VFIA7ISV M CEOREERICPT RU APTT &I L CHEE R
FOERHNFZEHON (BNRFREE) . —#RCHEAIICHERESN TS,

(2)FV/5 4 VEES— (REIFIME) N FETS S

NEAIRE : —EEDREE BB (CHRLICEBERRULESDOMIBEES LT, 265/[

37°CTIRLTHD5%RTE FV/5 BHEBRIET S (REASE),
() FV/5 HEREK "I EETD,

FEREHAG. EICHEERER (M1 L/TOYMNEELISA A 4 L/DOYMERE) ZRAT
REFEMICHRESNS, FV/5 1 VEEA—  TRHERE M FV/5 Bkt . REFEMA
ETHRHESN, MECEEFETSI FV/5 BEMALHBICRE TEIEN TR DT, /.
RENHEEZOSR . EROHELEBHREICHHATHIEHAFIND,

BE.BEEREFV/S5A4EER—)DFEE. bk g AP InMBIC LS FFIFIER. H
BMETOTMY A-. TOTAY G -EI77O0-ARBETHRELIER]£ T FV/5 1 UEEA—AED
KigB A hEZEhonniE, 1 FV/5 B iR EREERAELTRLY,

YR ERASABTRZE (TICM) THTH, ENHRAVEESI—BIIEILTEELHBD
T, HEZEVTERHEIRETHENEFLLY,

CHIEREELB MR FV/5 BEMARREBESL ZHEFETIENREINTSD
T.A-(1EB-1DRBVLDIIRERRICEDHHL,

C. BRI H
INSIMKREGEEM FV/5 REGE) . e XM FV/5-FVI/8 EERZE. £TH M FV/5 RZIE ($EFE
4 0 N EEIEERE (DIC) L) . GEIEM) E X 10 FAFFIORZE. BECREMEZEREFIORZE. &
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TOZRMEFI0 RZIE. GEEM) TObAVE R ZE. BEECRESERREITOMIVEVRZE. £2TOZ
RETAMOVEVRZIE. BEREMERRM FXI/13 RZE. ) U IBERRNERBEGELRNT 5,

<EBWohTI)—>
Definite: ADE£T+B1RUB2-(3)Fimf=L. CERRI L=t D
Probable: AD£T+B1+B2-(1)XIEB2-(2) #i#Htf=L. CERRIINLI=ED
Possible: ADET+B1 =9+

<BEMR>

1. — R IMERERE
(1) I B - B (L IE R
(2)PT RUAPTT: T K
(3) /MR # B LER

2. EDHOERE
W—TRF7oFAT TSI EEHDIVITBEFREDSZEE. mALTHYEY (CL) ik (1g6, IgM)
O CL - RGPl BEABUA (1g6, IgM) BT L T.FV/5 /VEEA—DREDBEETHL A HEMEE
BRATHERL,

5)HEREMERMERESE X AFFX)RSEDDMELE
Definite. Probable X1 & &9 5,

A. FERE
(M BREREL-HHREXIEIBEREOHMERLH D,
(2)EBtE FX RZIEDREEIELY,
() B EEBEDEFERNIL, $F(ZIBED IEME T (hemostatic challenge; SMS. F i, tkik., ik
HE) [T -HmE A,
(4) PuskEZE P/ MRELE DBEIR 5N,

B. REMER
1. BRE—REEBETPT EAPTTAERLTAY. FEMRET X BEEDOLUTO3DNDIEEOWN1DLUE
DEENHDCBEILFXEHE. FXIEENEEED 50%LLT),
(1 FXEMS (FXC) : b TELIET
(2)FX REFXAg) BEFZELIET
(Q)FX LLFHCEE A RRE) BEIELIET
(SHBERE FX A EDRE FRBINE SN TLVELY)
2. BEZWARE
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(DPT R APTT @ 1:1 EEHR. REREGHRBRTIUEEX—RTHL ™,

FEFI DM LR E RO MBASEEICHTESLT.37° C T2HMMELTHMN S PT RU APTT
FAET 5. BT TRINIEANVEEI—DREAZERS BB UV BERIREREDIL—
TRFUFATTSURTIEEAERICPT RU APTT ZRELTH. 37° C C2RMINMEZELFED
BEBEOERNZEHONIOTENRFEEE) . ENICERTHD,

(2)FX 1V EER— (BEIHME) BN FEET S

HBAE : —EEDREFBMITICFR A ICEERRLUEFOMELRESL T, 26:/H 37° C TM

BLTHLRERRT FXEREAIET H(RERTE),
(B FX BERAK *HHFET D,

FEFEE AL, EITHEERER (A L/TOYNEELISA R, A L/VOTNERE) EAVTRES
MICERESN. FX OB sDI TV RAERELTLEOREREGHBRTIHIIRZE 12 RUKE
DREEEYS5D, FXAVEES—, THHLAEMER FX BEHAL. fREZMNAEZTRESh . HME
[CHE7ET 5 FX BEEHALHBICRE T AN THEAD T, RS, REINHIEREZOH R . EfEOH|
ELRBHRICHEATHS (SHIEREN FX BAEHAOBREIXEBRINESE SN TV,

Y1 ERRR. RERARBRTRZETH>TEL, TORAVEEI—NRERFETHREENS
CELHADT. ERDAZEERND, RIFHMEENTEREIRET S ENEFLL,

HMEREA LGV FX BERERREEANLFET SIRENH LD T, A-(1) EB-1DLE
DI FAIELTRERRICEDGN, L RELDEEDH TE O R T H MAIR D HEUVE
BITH. TRREMERZET S LLFHEINLDO T, REGEEBEENLETHD,

C. #RIEZk

B FX RZIE. @ TOIZRME FX RZIE (BRI B REREGEIZEE (DIC) . AL-7IOA/R—2 RIEE)
(BEM)SE FV/5 RZE. BCREMERME FV/5 RZE. ETORM FV/5 RZE. GEEM) FotOY
EVRZE. BCREHEXETOMIVEVCRZE. S TOZRETAMNIVEV R ZE. BOREMEE®R XM
FXII/13 RZHE. i) VBB KRG E LR T B,

<gEOhTI)—>
Definite: AD £ TET-L. B1RUB2-(3)#ifif-L. COERI T REFEBLBRNALI-ED
Probable1: AD £ TZi#HzL. B1 RUB2-(1)&i#&E-L. COBA T AREEEBZRNLIZED
Probable2: AD £ TZ =L, B1 RUB2-(2)&i#&f-L. COEA T REHEEBZRNLIZLD
Possible: A2 TRUB1 Zi#f=9HD

<BEmMR>

1. —iRRI % EERE
(1) AR BEILIEE
(2)PT RUAPTT: T ER
(3) M/MMr%: BEITER
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2. ZDHOBRE
A EREFFEROBRIC VN—TR7UoFATISUMBEXITAEFEDZAIL. ALY EY
(CL) #ufk (1gG, IgM) *>#CL - B.6PI & EIK (16, IeM) DAIERURERERBRT.FX 1V
EEA—DREOAEETHDAREEZE RN T HERLY,

<ZWOATIV—DRR>

Possiblex | Probable¥* | Definitex**

A JERF
(1) HMERDHE O O @)
(2) B FX RZIED KL @) ©) @)
(3) i MAE R DEFEAEL @) ©) ©)
(4) LA BIZE ot /) iR FE DB RS HEL @) ©) @)
B. REFR

1. PTEAPTT R, LT D FX BEIEEDEE O O O

(1)FXEM(FXC) - ZLIET

(2)FX IR E(FXAg): ZLIET —2UEO | —DUEO | —UEO

(B)FX HEIEGEME - tilRE) ZLET
2. EEZHEARE
(1)PT B APTT XZEBEE BN 1EEZ—F

—2lEO
(2)FX 12 EE S— (FEEHIFIYE) 577
(3)#1 FX B 2 H1E 0 7 @)
C. #RAIZ2H
LR B ZERS @) O

*; Possible AD 2 TRUBI Zi#Ef=31D

*kProbable 1:AD £ T#HifzL. B1 RUB2-(1)##ifzL. COEA T REERBERNLIZED
®kProbable2: AN £ TEiE=L. B1 RUB2-(2) #i#if-L. COER T REKEZBFRNLI-ED
wokk; Definite ADET+B1 RUB2-(3) &=L, CEBRIILI=1D
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<EBEEESE>
BEIFERICEEHMD (1)~ A)OVWFThhE1BRUERILFIZEEHELIRET B,

1. EfEHM
(1) BanR97: I
(2) EEEGI. EEMIBFOHM (FIZ X, BBERN. RN, BN, [E. R, BREA.
BIENE, FEN. DER., AN AVMERBEZES AR H M)
(BINESOEUE8e/dL UTDEM&BHZ L E2g dL U LDEREAESOEEERT
Lo Hm
(4)24 BFENIC2BE G L ED2MH S I FRMEKEMZ L ELST HH M

2. BREHMm”
RS DETOEm**
Y BAREERRE RS AR M ETEZE (UBAT) £ 8B 12F 52 LEHER
CEHRURUVERMEOHMIE, EECECTLEMAEEEETAE

XPMEAERVEEESEOBESICH THEEEE

1. WBZEICAVSERRKRER . REFMEFICHALT. SHEZ EICREBROBRESGVEEIE, WVThOK
HOLDERANTHELI AL (FFZL, HRERDBRBZETI BRRERFTHO T, HERATRRLGHDIZIR
Do)

2. ARFIBRICEITAEEE DB OVTIL, BYREFHEED T THRSMTHOHNTLSIRETHH T,
EL6M AR TRLEBVVREZEMAHIMG 5-EET D,

3. BB ERDEENLEDEFEENFEEFT—EULICZALGNETHLH ., BHETERTMIGT L
ARERZLDITONTIE, EREFRDHARET S,

- 46-



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 EXOHEICHELEIE
1. BEH
#7500 A
2. RROWE
T GEVDRLADRIEDES>MFHIZHEEHIEDAH D, )
3. MBEMIEEAE
KN RIBERERTOMENEIZALGND, )
4. REDESE
DBER)R—AOHEIZFRABZEET 5.)
5. DR
HY FARVHERDZEEESHY, )
6. BEREENLE
BREFIERRET D,
TILVIZAE 30g/dL L TDIETILISUMELF BFELT Do

O 1R
M Bt R EIEEICE T SREFRIL
HMRARE BEMRZEFHHERARE &R ANRE—
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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
FHEMZRM/NNGESEL. FFENGHRBBEET HRVESNNMNEIEHIT IHEEETH
%0, IV —LBRNSTARFT SV UEIEREI—RT S SLCO2AT BIEFDEEFZRRET HiE
EHEETHAIIENHLNE LGS -, EHDOHRRZHEMEEELMAEL FHEL. REMRIFELH
BMICELEFED, (THIE. KERECBIEELE DHEEENRIRZHITLLHL. MNEREDOHIRATR
FEELZVDLAETI2HFROEBIRDIN. HIWIRELELNLEHT D, PILEIRFEEREZUN
BEEICERMTHY. BATORIBEEES,

2. FA
RoKRERFFRATH 1A, B O MEEEG EMKREF N HE_EhERBRLMEEEX
ERTEGHERENEOLN TV GEED IV —LRIICE>T. TARZT SO UEIEADEEER
KEOAKIEDRIEICEEES S EMNRENT=, BRENH DI EMN D, BIEITFERILESPREER
BREDHELHDHEZZDN TV,

3. fER
BEMRENSOEGNAHEMICKAHBRZHEN, BEAMEEZET S, NMNaEB LU, BO+
THRBOHAMAEBEAT A EEH L EIEENMURELT, (FEiE. RIEERELCEEELEDIRE
YR EBREDERERDDIELNDHS,

4. BEE
HAPIREPHMEE DA NEFELZEFBRERZED-OHORBEERENTONS, PILBIRFER
EIEET AN, REBEFTIXBEREICHLT. A FMNREIIZLRDIIELH D, RABEEITLEL,

5. %t

IBEOEMLEEAMEDN-HELLY QOL DET ERBIZHIZBREEDIRINGD D, FT-. 15
EVRBITIINGEETSEICEDIRINH D, £ FRICET 5T —2ITHEL,
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O EXOHEICHELEIE

1. BEH
#7200 A

2. RROWE
TBA(SLCOZAT BImFEEDEENTEINTILND)

3. MBEMIEEAE
RS L EED )

4. REDESE
DB (BHFRECERT D)
HY (FARVHERDZEEE)

6. BEREENLE
BREFIERRET D,
“ANESAEY 100g/dL U T DA, $H5LET7ILTZIL 30g/dL ULTFTDIETZILVIZIVIEEZEEET S,
-EHHELL T BEBRICLIGRAREREETHHELERELT D,

O 1R
Mga/ NEHIEREREOERKER LS SUBTH-BHABO QOL MELICETIHMEIRRARE
EEEREHRE FR HOEE
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<BEEE>
Definite ZxH ET %,
EREMSHRENNGEBEDSHESE

FEMR

A. BRIRHIEIE

REICH-HRZHENSEEA ME

B. JHILERE (+ 215k~ B, IZERE)*

1) BRI HIERMMIEDER PR, dHKPEE

2)BREHTHNE. BETIRVES. HEK-T—TKES

3) £ R CUIRZER DR EMABFZNRECAFELEOBRENREMEN RSN
*1) X[£2)E£3)ERBDHDHED

C. SLCOZAI BIFMBRE RMN\)TUMERHD

HE

1) HIEEEBABOUIBRERPOMERNRKRIZH TS SLCO2A1 EARTIET
2)RPTORBT SR EEY (PGE-MUM)EE L&
IBEMHREBIREIZAET AR

& B

G (E2HEET)2) 70—/ 3 BEA—FIyMNE/EilitES

4)REFIME/RX S)WFERBRMERRA 6)MAHRMERX 7)EMmit/NEX 8)hhiBREERX 9)) /U
JEMEERBREDMGIES 10)BRREBER. BE

L<gMoHhTI)—>
Definite :
BDDFEMRR(A~C)DIB2DLULFRDHDELD,

Possible:

FTEMRED AXIEB LRIFTRDOVT A ZEDHEHLD,

;%) Definite, Possible LWF N EEFIKREDRN NN ETHS,
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<EEEDE>
BEEFIZERRET D

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

KEMBERUVEEESEOEGICEITHBEER

1. WEZEICAVSERRKRER . REFMEFICHALT. SHEE LICRROBESGVEEIE, WThOK
HOLDERNTHELI ARG (L, AREFRDFBETI BRAERF TH T, HEATRGLOIZ
R5. ).

2. BERFABRICEBTIEEES I OVTE, BULZEZHEED T TERMTHONTLSKETHO T,
Ef6A AR TRUEBVIREZEMAS IS5 EET S,

3. GHEEROEENLEDEEESFFT—EULICRELAVETHLY ., BELERETMRIKTHL
ABEZIDITONTIE. EREMBOMRET B,
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292 #aHEMt TS RAE

1. #H=E

BHEHEEN R, LA DOERETHRERREE T BEHEANL=7OTARDLINRLEZEE
BAFEEL. TOMEAICZHLEERNSNRLTHEET 5. HIlZE 6L REITERBE TR B-9ME
BREE IEHAZAL. SIXETHE. IBFH. TR, LEREE . EHHRELELEHT S,
SEMSAELEDONEABRERIARNDETHIN ., BULABRAHIZIETBAGEHI N ZL, XD
HE.AERENAICHBELTFE - BERASLET, BHETE. RERATLOLOXELLTETON
TW5513H5. ARLTEH, SMERR. R, BERRIEKMT . BRRICLLBRIBEOLELHILZL —
EEITHIZATTHRETHD,

2014 EDOLEEFTIE 229 FINEEH SN, 15~20 FHEEICTIADEIETREL TV . HRITIE. &
FLRIZELY,

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

3. fEIK

BHEANIL=—TEEHL. ZOTAHICHRLEREE TSN EFET 5. HILEZEHL. NEERERTE
D-ORARMICBEZORAHIEHETHL. BROGEFMEREBEIICHMT HIENZ Y, B EBER
ZESOTNST=OH ., TRERAOOHRLI-EEICHFET 5. SARLTWDBEB I EEME TL., 9B HER
DI=BICHhT—TILEBNRELLD, BHEMEEICRELTIL. ATIIFEELGEH. KA ELE
BT 2ZE6H LTV AHNFEHROENTIE., IFAMEA TR AIRE TR AANILILFG &L S, AIPIRE BANE
SNBETH BHEILRBE RS, BIRED-O . STEELHIRT 5, TR CEBRKRE SRS
FYBTFLLRHNEHELLTEETHD, FEARBUTHRERTLEDOOHICKEELTHERSN:
BE REMDBHRILELTRICBHELTRIVAANGEINST-O . FFHMNLTEBRORR LGS, B
RELTETONT- 2/3 [T, BHELTOMREIZHELTLS,

4. jaEik
ARSI, NRESEEAE. ATAIFER. SV ERRE. REFAEZTL. RICHZRE. IIFR
B BERERS L . BERHL KT - BIRIB G E DFMEEITT 5. KEITELTHMRIE S, BYA
ARMRHBEERT 5-OIE- FEEENLETHS, BUTIIRELGSURICEZIIHT SR
DNLBELLGLEN . REDERTIEIBEENG BN EEZERTHEITREBAIEL S FRMITITH KR
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FGREEZAVEEERABNEERESIND, TOREL. FHROLEERVEOLERGEMREZED-F
—LERIZEDN IV THREIREL S,

5. ¥t

1960 FE(CRADFHERRNRET HFETIEFRTEN 100% THof=hS. 1980 FRITIXEFEH90%
[CETEZELIz, LHL. ERRAIPIHEEE. BEREEE. ETBRAEICE VO TRENBEERESEH T 520 £
[z R GHARCRENAI VT DBETHS, 2014 EOLERETIE. KAANTIIFHIE
7 B, FEBtAEREREE AT 6 B, FRER B2 ERETHIE 3 BlTH>T-. AREE(L 6 B, ARMTKLH
HREEIL 5 FCEHoNT,

O ZHDHEIHELEHE

1.

BEH

#7300 A

FERDEE

B (ZRFHMRRBEROIRE EH S, SHEMIETHATHS, )

MRMERERAE

REEL GHEREMNH D, )

REDEE

DLEHE-HREFOMIC, BEHICE THRIRE KD RMEBES ©CIER- HEGE EERESIC
BALTHLEEICO-BENDETHS, BEALRITESIBMEECERIE. SOICEHHEEEEFITIE
TRESHEE~DABENVLETHD.)

HY (BRPRENBZREZDZHEESHY., )
EEEDHE

LUTOWThhai-3 flzEEF L TRHRET D,
DNETTERTIEU ELREEEICEYABRGREEZLECEAHIER.
2) FREBRRZEIE (UTD Z#E YR 9155 (Hii6H A T3E LLL 38°CLLEDRERZHFSIFRBRERELTRYT
BE,
3) 8 :CKD EEENBE—FIVITHRFTDOBIDHE,
4) ERXEBTEREICH T DEMRNDERISE,

O thsmiztts

BANAESHATEEE GUALRBRAFRED)
MERMMAMROBRAETBEEBH (OIERET. GERBAR. IRKH
B) L5 RA—XBEAMERBEOLOOSE - DI - BEHA K541 i

R J

(H26-%5% () -—#%-068) #AZRIE
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FERMUEEMROWIRAETERRBR (RHEHEETR. BHREESN R, MRKH EIREE) ISH TSR L—X7R
BAHERLUBEO-ODNEE - 2 - SBEAA K342, AVhILEa—#, BR, 2017
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<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—<>

g

HhR LT ETE BB =T

AEBHK (R) N ()
iz LBl
REO (B) KREDO ()

Kim (&) ROER
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<EEESE>
UTOWThh e Bl EEF L TRHRET D,
NEE1FRTIEU ERMEEICKYABREREELI-CEAHLER.

2) FREFRERIE (UTD ZHRYIR T 5 S (EE6H A TIELLE 38 CUEDRAEHSIRBRBERELZERTHR. )

3) & :CKD EEENFBE— YT HLFDOBADIHE
4) 143 @ﬂ&hﬁrlﬂ?éhh&#ﬂ%&%no

CKD EfEERNFEE—hTvT
EERER A1 A2 A3
REAEE
@/H) E¥ |EEEHR | SEEAR
REH/Cr Lk
(g/9Cr)
0.15 %% | 0.15~0.49 | 0.50 LIt
Gl |E¥RIIEME | =90 % o LoD
62 E_T:mmrs 60~89 = = FLS
GFR X BE~hEE Y Ral=iialie
(mL/ 4 G3a | e 45~59 ) AL IR
1.73 m) ~5 R
/ Gap |TEE~EE a0 | FLoo o5k IR
AR R - 1 S R R
G4 |BEET 15~29 Fr i i
FKEERL
Gr5 | (Eskp) <15 7R 7 7
W E L OV SR B OISR 1T 5 B FIA
1. WA WD ERIER., AT RSICE LT, kAL LICEBEROBREN 2WEAITE, Wi

NOFHOLDOZFANTHELL 22 (2721
RHHEZR B DIZIR D, ),

2. IR IC I D EIEE S
ST, HiL 62 HETRGEWVIREAEMIHET 228 L35,

3. B, JEROBREN FRROBEREENFETEL LIZEY L2NE TH D,
52 EBRERLDIZONWTIE, EREMROXMNRET D,
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A ORI & R T IR S T - T,

FHIZHOWTIE, @YU REZEEO T TIREMNMTHhIL TV 5IREE

e B 7 AR e o9



