% 58 MEAMPFERIRAARDE
EEHRRAMEES

R6.4.25 | £E&HNS

EERROZHELEZFDT v T T— FEIZD
WTIEHIRE DO H o 1=K
(B (&1A#H))
(% 58 iR EHBRTZARICHE VTR Y SHMH)



HERES e KRB =%

48 R ) R E R R BT 1
50 RIEMmKR /SRR BT 6
51 SEMMBEE RE 10
53 D e B VRV L - ®E 18
56 R F Ty M G 26
108 TNF 2SR B B AR B e L5 34
266 REEMEAGEE G 38
268 i - B R RE 43
300 1G4 REERE RE 47
325 B EECRERE T 57
57 WERMEMARENOBE wEReE 66
58 T Y- r-A ERE 75
279 BRI (EHMOMRREVEAMRE). BB 86
280 ERBEARTR (EEEEE X IEEBIRE) ERE 94
281 GY9RIL - ML/ R— T —N—SEERE wEe 101
179 PR R S - - - wRE 108
60 BAFRRMAM i1 113
61 HofEERNERm mig .. 118
62 FEMREANE T O E VR oo 11117 S 123
63 BRI R i1 129
283 BXRMERFRE mig 135
288 HoAEMERERERTFRZE Mmoo 139
19 S A = IR A S 153
20 BIBEECRA MO 7 — T I 160
234 RVAFRLY—LFE BIBABECRA AT —%BR<) A D 166
258 AV F—R—1—YUBEIIVPIL IS VRTzS—ERERE KB 181

326 R R B (A R 187



48 [RFEMH VBB RIKEIRE

1. =
RUVEEE AR (aPL) 121X AL SHUE UK (aCL) L 3ip2 F)aT 0T 42 1 fk@@p2GPD)., JL—F
AEEIRF (LAC) . DytILTU RIG (STS) MG ENEENLN . ChoDiAE AL, BRRMIC
B - B4R D MARSE . I/DMRBAME. RIERE - FERNBRRECLRELZA DGR VIEEMIKERE
(APS) LMt oD, BT TIF—TR(SLE)ZinH LT B RRCECREERICROONLIL
DEZLHD FRFM) . BREME APS 3FHET D, -, SBFEEZRFICHDITFETBEREL. BIER
YU IEE KR IEIZEE (catastrophic APS) EFitEBND, REIEIFKRFEABATH S,

2. &R
aPL [& APTT QOERZH-0T A, ERRMICITERETTEL . MIRIEEET . TDHEFIETEATHSHUY
OMWDEREREMNEIN TN, ThilE, 1. YUBBEKRFERERIGEIMGIRICHIELTLSR2 )3T
ATAVIZEETS. 2. TATAY CDEMHIEERET S, 3. MENRMELOIIVREDS 2 PA
NSURBEEEZVLEET TS, 4. BEITHICEMERNRERNASDTARIY AU EEZIN
¥5.5. MERNRMEANSDTA2I4ILTS5UR (von Willebrand) I FOTSAI/ S VT ITAN—E(Y
EE4—DEEREEIEMEE L. BETH D,

3. fEK
aPL &, BFRARILASSAE . RIEFRE 1T 10 BLEOFERNBIRET., /MR ELRE SABRET 5,
Fr- . V— LAWK EASECRENRAMNMEMAS Evans FEIZBHZASEELH D, BET HELIE
KERITRT . CblE SLE PEERERBICRSTRAVVERICEA>TROHLND, BRICE
HEDIRZRIEEE KT catastrophic APS TlE, REDERESE. INMEREE . ARDS HrOMERIESE. 1D
BWE . DICIHENDEELEREHD,

UV EEEAEIREF A LN DR
@ik =203
<FRR >
Fi#E2E - FMARSE . REDAFARMASSE . FRARARMARSE . B RPARMARAE . M AR AR M ARSE . IR FH AR MM AZAE/
FAZE. MASIERRAR K. TRUES .. MA MRS MESE. / Vv -F71) (Budd-Chiari) FEIR B3 &
<ER%R>
MRi#E 2R . — B IEAREE M4, BOOE. DEEE. RIERS . MIKRE. MIESARMRE., BEE,
FFEE. BEE. BEMEEFREGRE,
QMIIMERE UARFRIERE ERERD) . i) VIEERABERE (B mie) | ffifE .
DR E. BIB M
OFFIE. FERRRRET. Hike AR, RS MERE. RRBREETE



@IS IEAE (B, 5E) . DRER

G /NRE A EE
©F D
HoREHANMEm, TU 7 X (Evans) EIEEE. B8E. BER. MERXKEL. 7OVUMHKE., Bl
IR EREE S,
4. BREE

Mgt APS I L TIFMe AN TR L5, IREAL, IU/MRE (BERETREYY 15
FoOESY  CEUSE—IL, VARZY =)L, TARRGT SO URFILE) | FUgREFI (N2, TILD
FUVRE)  BERBEF(VOXF—CEHE)REEEAH . RBIIGLEIRSNS, ERM APS(REE)
[ZRLTIE, FREUDEAN DD RANE I HEhND,

BIBRERATOAREEiNE|ZE L, BBAEIC SLE HEDBEAEERNH DB E L. catastrophic
APS BEIZHHENS, TSN GREINFIEENL aPL OHKEEETIEEN, BIRRERTOMRDS
RAEREEZNEMEAD-OTIENDETHD, TOM, FEICIHECOEBEE LT <I/OT)Y
REFIEENFRAIND,

5. %t
F&IE. BEINDIEI/ETDERIKREEICK S, ZIEFEEEHA D catastrophic APS [T FEFRTHD.

O EHHEIHELSHE

1. BER (ST EEERZBEIREER
636 A

2. RIRDHEE
EN::

3. BRI AR &
REEST (IRARERL, )

4. REIDEE
DE (ML ABRNRETEESELSS.,)
HY (2006 EOERIRYVIEERASEIC LU IS ERIKERIE DS FEELE (2006 FEHIRITAT
FUR=—RE) ISH ISR

6. BEEENE
RUVIEER A EREOEREESEEAVTIEULERRET S,

O 1T
B ®&EEBICEY HHREVERIL
MERKRE LBEXRFRFREFHER RE- KHABEHE HiR EBExEth



<EORREZE>
Definite 23R &9 5,

A FRRE#

1. MA2FE
Efg 2. HHDIEEBFEMIZEERASN - E R O REZE DRV EIERIRH DL (/M i
&0 M GE

o U\)WrAHHEK. BB/ TLLL

® BEOMIRAELZ M AEINEY THLAGMDREN GG E (FERKRATRICEHTEL

o REMOFARMEITEELL

2. BIREHHE O~QDLWThhEEDHD,

OEsR 10 BT, tICFRR OGO EEREREDELT,

Q) F. EEEIRSLEEAE. HLIE
(DA HEBE R £IC L AITR 34 BREDEETEREDRE

@2 LA L& T SR 10 BRBDRREARBRE (7-1=L. BAOREFHEE . AT BER
ERE . RBOZEBREEZRG)

B. REHRE

1. International Society of Thrombosis and Hemostasis DHARKSAUIZEDW=BIEE T, L—TFTATY
FaT7T I 12 B EORERES VL T2EUEEHEIND,

2. EEAeINTz ELISA L -EFE RN REBITE L (CLIA L) - b ERNAEBERAEEAITEE (CLEIA ) IZHLY
T.HFEEULDAMD (>40 GPL or MPL, X[E£>99 /i—t28A)L) 1gG B R (T 1gM B D aCL A
12:BA U L DOERESWLT2EIL B EN S,

3. 1ZE#ELSINT- ELISA - b E RN KEBRIEE (CLIA K) - ERNERBZBITE L (CLEIA XK) IZHLY
T.HEEULEDOAM (S99 /18—t FAIL)D 1gG B XIT IgM B DB 2 F)adoT42 HHEN
12:BAE U L DOERESWLT2EIL B ENS,

<gWohTIY—>
Definite: AD1,. 20WTFTNMIIBEULEEZEH . MO BD1~3DOWNWThMNMIER L EFFE-TEE,



<EEESE>
SELULERRET D,

1ECARZESGLD M OMEEFEZ MG ADL DET ALY,
o HIM/MREECHEREEIEIToTELT . BE—FELURNICMBREDF-LEREINLZES,
o ITHIRAHEDNEREDH CMBRENBRENEGE,
o [MRFENEEEIHEINERESILROT . BEEFICKEALLY,

2E GABRLTLAHRE . M OMESRIEZT N ADL BT ALY,
o H/MREECHEBRREZIToOTEY. BE—FURICMARE DTG REMNGZG S MAIRE
DEREEH AN EBHREFIROHY . BEEFICKENLL,

i

SEARICLAMNOLT BRI MBESADHSH. RITEEDEHREES© ADL DETHAHS.
o EHREMOMRE: Ml/MREEPHEBRREZITOTLSIZEMADLT  BE—FELURNICH -4
MmigEZEELI=5E
o BEDMEHRIEE APS [CXAHKMMTIEHFIES REE. DEEE. MEE. BEE. B HETOR
BEELGE)DHDHLDD ADL DIETHIFEALELRES

AE:LLTFOO~QDWITIMN DL EZERD S,
O VERERFERREICHT S8R . QRIREEF . QhEFEDREHFEENHY ADL DETHAHS.
o HMUUEEIMAREERSE ZHNHEESNT- APS [TNA T, MYVIEERAREED Mm/NMRELD | #
RIEFGEICHT L REMNFREZRELTLDHIEE,
o IHIREE BE—FLUIRITIEYRT O MARAE D F B CIEIR S HHED T B B 89/ MREE Ok
BFEZEITOTLSEE
o HMEEDMMABRES APS [CLDHKMMTERRBAFIET (MEE, DHEE. EE, BES. HAOE
TORBFEELGE)MNHY ADL DIETAH LSS

S5E:UTOO~@ODOWTFNMIDULERDD,
OBIFER! APS. QFT LGV LEBERLIAREET S UEENRKREERE . QBBRTDIRIREHIE. DE
EDIEREEICLS ADL DIEETHAH S,
® EBIfEE! APS:BE—FLURNICHKEL. RFMAEREVELT HIH5E
o HUIEEMKEERSE ZSHAKEEINT- APS [TNZ T, BE—FELNICHRY VISERKEED
I/MRHD . #REELGL IR 2R EIHREZRIBLIZBEEHIVIBERICEYBEERIEL
-&&
o IHIREHHE BE—FLUNICHIRSMERERBEGEDIIREHEICHL TAREVELLIGS
o EEDMMBIEE APS IZLHKGMLEEMBIES REE, DHEE. MEE BEE.ANET
ORFEEGE) ICKUNMBINRELLSHE ELL ADL DIETHAHLIHE



SR FEUE K OVERE FE /p B OIS IS B 1 B B B T

1. R4 2RI D ERARSER, *ﬁﬁ)ﬂﬁﬁ%’r ZBAL T, BMrAE LICRB DO HUED R WIGAEITIE, W
NORIO L DOE AN THZELI X2 (7272 L, YR ORE &2 R T ERIERECTH - T,
PRAREZ H DITIR D, ),

2. 1BIRBAAL IR 2 HAEE S FIC OV CIE, @MU R EFEEO F CIEEBMTHhIL TV DIRETH
ST, HIL6 2 HETRLEWVIREAEMIHET2 2L L35,

3. B, SEROREN FEROEEE S C—EU LY LW E T L0, @R ERZ T 5
ZERRERLDIZOWTE, EREIMROMRLE T D,



50 RHIBRAK SFHIMEMK

1. =

HeREEDOREMEHEER T, EICABFOMBHERA . iR, WEEHLREDHNETEZERT £EH
BREBEHIDDIE. REMREMES, FEOAREIHEBOCRERBIITIECRETHLIN. £T
D - RERBAE SN EH 1T TIHGL, FICKREERTIE, FHMEBAICRSHAHAOT L BEMRR L.
B RARERBELT. HRMEBRSEZROIEN . MOBRKBEEKRICE r /o0JYVMEPEDS
NAERED S, 2009 FOBRRKFAEBEAZDOEFTFERICEINIL, ZFHIMER %X (polymyositis : PM) - K [E 5
% (dermatomyositis : DM) DHEE B EHILIFIIRE T, BLIE1:3T, BEE—V(E5~9m & 50 K
[ZHo7=,

2. [RE

AEBOBRBICIE, ERIROREEGRERFE~DRELE, HiREOE . FE, BENROHLN
%, 2EMAIEL. T.B Y /\EK, voOT77—DRETHS, MO T, TRMEHATILZHEMAIZ CD8 [FiE
T UM S REMKXTIE CD4 [E1E T U /\BAZ L L HIERNKRMBICHEEENROON
=2, RIEILF5—CD8 [GtE T U/ ERKICLDFHHEBIEE . £E IRAKICKIHNERZNRET
HHEDRMNBZONT=-, LHL. ZOERDOHARBECEEEDGBRRICELE. REXRZ(TOER X
REEHROFENDEFTNETNDOERETHRERERERET DREEHERELNI—DDAR
IS LTHD ELEZLND,

3. fEK

D2 HERELT, RB. 25BER. ZEFR. BETIR, AERDGE . OFEKREL T, BRICH
FELTHITT D48, MBGEGIHEE ., i, WEHOFNETHAZETICHDNDLLIHADETIE, 32
BEAOCEBREDREE LD, ETHITIEHEREZES. ODM [CHEMLEEREERK L. AV O—TF
EEIENS LRREBEDFEEN DKM B THS. FieDIEHMES Ch FIEE BB /<.
JvhAVEBEFIENDILBOEFSHEOLAHEELS,

INLD=KREIERDHIZ. V BIROS 3— LR EIFEN LA BRI O, FHREBO AL, —HFIDK
EBREIC. ZELGRERENEAETILDEEHREEMETES, L1 /—ERKLH 30%DEFIZES
NEH, BERAEDKIICKE BB CFIRREISETT HILFDAEL,

MEMMREEITELHY. EMFREZERT 5. HICRRETHICE. TOFFETLTERLTE
LIS TRICEDREN H D, Ff-. EITHITIE, TEIRK, DR LLBENRAHALNDIIENHDH, —RAQL
EEL T DM TIXHI3ERFI . PM TIL2EFEHEBEBEHFE LT LY,

4. BREE
BHBIZ) N\ BROT/OT77—URBEEFSECREEABEENRREOEARATHY., BIBRERT
O/ REZEENE—BIRELD BETES, 2R ETHEREEMEDHDEF T, D=6, s8H0Hh



DEONMIBREFRIBT OIDELDS.
RERERDEFTITENLDHEREEBRAATOAEABENEBLEEND BIBREXATOMREN. B
KR +5 . FHERGEDBMERICIYEZ GV REICKYBRT 50E DERFITIE., REINHEZ G
Y%, BN HLEREELT, £EI DTV REFHTIRENHINFRIEICZL EREAILT
thF TRENFNEITOLELDHS.
RRETHEOREMMRZESHIT VESTE. BMHCERERIBRERATAMNREREIFIEE
HAT B, =, BHEBRREZ T 2TV AETHEN KR TH S,

5. &

SRETHMEEMRCERESEZEH T IEMNEFENEL SRUEFR- REFRXONRKEE
D5 10%IFXFEDEHZT N2 5, 2IEFIDSEETFEIL., £ 80%RTHRLEINLIN, AEEITESLTS
Y, BIZHELTWSERDNS, LAL, BRIFRTOSMRBETERLOIT T, HHREICITRY
ZETHHELEABRRLBFBOELICHNETHNELEN,

O BE#DHIFEICHELEHE
1. BEH (SN I EEERIBETREEHN)
25,259 A
2. SEROHHE
FN:
3. MBMIAEAE
KM (HRAMBELL, )
4. REBDEE
PVE(NREEA 6. BRLOTL,)
5. %
HY (BT EEEARTEELODHEENDE)
6. EEESLE
HEMICLBDEEEEAL, D~DONFTINICRLT ILENEERETROTRET S,

O fEiEMHT
TBEREKREICEAT LREMNRIL
MERKKRE LBEXFFRE Fik EBEx £



<BMEE>
1. DHREEIER
(DR BEEIR
(@AUA+O—T%  EAlFE =13 A DBREZER D 4L & iFAEMEFIBE
b)Ivborva® FEEHEROES
() Tvho iz FEEMEES SV ERBEE & E DI
(2) EBRRIE TR DEFDFHNET
(BFAD B RBERITIEER
(MHMFERFHREER(ILTFoXFT—EXETILS—E)DLER
(D) RERY HEREIL
(B)BHIRZ 72U \BIET 2 X IL A& TR
(MDESMRAERR (. CRP L7 XIFFRILITHE)
() KRR E CH A"
(DFHARTHXDKREMR SO LM R U

2. g DHhTI)—

REf#:18 MU LTRELEZLOT, (WDRBERD(@)~()D1ER U EZRE-L, M DFE@EFIZ(2)~(9)
DEEH 4BFEBAULEZEBLTLD,

BEMREHE 18 FREBTRELLZLDOT. (WDOEBERD@~(CDI1EB U LE(2)ZMm-L. M OiEA
HIZ(4). (5). (®). ODIEEH 2 HEULEZEHTIO,

BIEMERERHE: (1)ORBERD@~CD 1 BAULZEEL, REREFHUFTRNKEHXIZE
THIN®E®=THD,

SHERMHXN8BULTRELEZLDT. DOKREERERE. (D~OQONEBF 4HEBULERBLTLD,
AEMSREH L 18 FTRBTRELLIO T (DREERERE. () ZiHE=L. (4), (5), (8). ONIEEH 2
HEULEZHTIO,

3. BmAZEETDHHRE

BFICRDEAR . FERERIMERR G E DIEBRE MR K BFIEIA/NTF— AP BEE - ERABHERICHIZ
A\ F—  BREEBICHSIHER., PEEGCOLREMREETICHEIFHET. HUAAT—ZDM0E
HEMRE. BARG R, B REXBETTTOMORBERE

128 B ARS HUKEIREF (F1 & BB R (UK EIREE) . RENERIRIEEST /F—LBHSN L1 . K2
MTEEE - [TRRBIZEOHTLL,

pE

* 1

BFEMREHRESLVEFE SR MH A THERDOETHNELIMES (. MRI TOBXRZETY FTR(T2 5250
/BEHE®R THIES. T MHABR TERES) TRATESLDET S,

*2

7) HLARS Hillk (i Jo-1 FAZET) . 1) HLMDASHilk, ) HuMi-2 Hufk, DI TIF1- v Hufk, 4) $HuNXP2
ik, 7)) 1 SAE Hufk. ) $iu SRP Hiufk. ¥) $1 HMGCR fiufk,

* 3

AEEN. REOER(FHROGRIIEER) . RREEBORREME. RREFZALME, ElFmeaRx
. VR BREFRELEMERFE DDV IEHFROREMIRRE. EROZFEEM. LFINE. Bk
HAENIEHES. AREEGEDFRDOF DL ONDREDHON, BRKBEHHETEBT HNEI M EH
RS



<EEESE>

UTOWThMNEZLTIEFEEELL. EREMRORRET B,

RERBICHET HHNETHHD,
K& - MR AR (CHERE AT . = Afh. LB —SE/. LBI=5E5. RARERN . KERMUSERY . KERIE A E)
DEFH AT AN SEFEETHETA+ (10 BRFEFHET) LT
X(F. RFEHOVNT M —D0D MMT H4 (10 EXREEEET8) LITF
2)RERBICHRET S CKELLLITILRS—EELENH S,
) EBMHDRD (REMRITHHENLEES. FEMEHDIVIEAILEDIIB. AEIE XD ERERLLIZFRD
SNBED)DHD, *EFITEXTIRKEEFEZED
4)BEEOHMBEEMREEHLTLD (ZOBRBEDEET, ).

W HLVE N OV FE A0 B OS2 36 1T % B I

1.

IR 2N W D ERAREIR, M AT AT LT, B2IrERYE RICR B DO BUEN WSS ITIE, Wi
NORAO L DOEANTHELIX X2 (7272 L, YRR OKR &2 R T ERIERE Ch - T, i

FATEEZR B DITIR S, ),

L IRIRBIATZ SR 2 HAEE S FEICOW T, @Y R EEE O T IR THhIL TV Sk EE
ST, E6 A TR bEWVIREBZEMPHET 2L &2,

LB, ERORBEN FROBEEESFECEL LY LW E Th DM, SR ER 2k

DT ENBEREDICONTIL, EREMROME LTS,



51 £HMHEEE

1. =

£ 51454 RRAE (Systemic sclerosis: SSc) (. R CHIEMNECLEHEIL (BEEELD, ) ZHFHEL, 1B
[CRRIBTHDEBTHD. LHOL. EILDREE., ETLEEITODVWTIEEZIZL > THRALATHSIRITEFEN D
BETHD, COERMIS, 2EMRKREEZRKEL2DIZHITIDENEBRHICEKALLGN TS, DFY.
HMAMGRERERITOFAREELELGHEBRE & EBENEERDOIRERERILRE L 54
BIEICH TN TS, AIEIERIELYS~6FLINITETTHIENZ D, BEOERER TIXET
XIFEAELGLD, HAWNIRRTH S, 46, [REMEEIE L REDAHITHEIENEILHL{FIDHESR
THY. IR DIREREFE R FMREE|EEE2ELELILDTHS,

2. BE
2EMREEDFRARIIEHTHY . TOREX+RICIFBBEINA TGN, LHAL, CRETOHEIC
FUDRERE. Q. QMEEE,. Cho3DNEELFEVEEMEETHEMNBELMELST-,
LAL. FDOHRERBFZRPHBERICOVTIEFRRADEETH S,

3. fEK
LA /—fEiK. RIEFEIL. Z DD R EIEK . IR MRAEFT V) — £ EREBERGENRD
S, FIEOEMMNE. MEmELE. DOMER. TR, BEEE. Bk, AL IR RIRTR. Ef.
TH. ADFRLLEMNEILIEDNH D 2HMERE TR EUMAATHE, RAYAT—EI1(Scl-
70) ik, Bt UIRNP HUK, it RNA FRUAS—E ARG EDEREIND, ALz VFA R EELE S
B3R I TIXAMRA Y AT—EI1(Scl-70) HifA P RNA RYAS—F M iAA g sh, —ATRE
BEELE £ B MM EE ICIERE A OATRELN G EL S,

4. BEE
WMAEDELEZH, £ BMBREEEFTTASEIERILOD., HhEIRREDHREEHF TEHABEIIRARS
NDO2Hd, KRHPIELT.(MRATASMRFDERNR (REFEILITHLT) (22K T 7R (& itk
BIZHLT . Q)TAPRUTHER (FRERERICKLT) . (DTAREZYA) (MEREICHL
T).(5)ACE FAEE REEZY)—FITHLT) . () TR ZRIFEHRZE, PDES AEE, XY
NI (TARTIEMEREICKH LT, TR U ZBERERED >RV AV EFHEERITHLT) . (7)
JYXL 2T (REBECHEEMERICKLT) . (8) =74 =7 (MEMMERIIHLT) BEMNET
b5Nnd,
BEICHARBEICIE. NIBEBBEC LD EEEDFLERL. TOEEEICR>TRLBEYEEZAONDE
BOERBERL-EEMRREDSEAIRTAUEEREL,

10



5. Fi%

LHMBEREDORBETRTLILE HEWAERE RI TUFAREEILRE S 5 MR E LB
BREMOIMREREFELCELSHHEREIORINNRICILD, [VFARBELE S S E®REAE I TIEH
ES~6ELUNICKERIEDETRUNBHRENHIERT 510, TELRYEBHIEEEZRBL. NER
EOEHCETETELLFTMASILIBOTCEETHD. —A. [REREFLELEHEEIEIT
(. ZDREFILDETIIEL HoTHIRBRTH D, 4B, mMEELUNEELTRNBREEE6HT
BTEFDLGVD B IEETERFRICEETIEHETH D, MmmELEITILTIE., HFEICED
HF EHMLGER D) —=U T RENLETH D,

O EHOHFEILELEE
1. BER(SHREEERZHKEILREFER
26,728 N\,
2. EIRDEE
T~BA
3. MRMEREAE
REEL (FRBREIELL, )
4. REBDEE
HE(NEREZE6HL. ETETHL.)
HY (BELE 2016 ENOEFMEBRIEDIMELE - EEEHEE 3
6. EEENE
LEMRREDEEESFLZANT, KE. i, DiF. B, HEEDS>L. RPEEEXITDELLD
Hmoderate L EDBEFEBMBDOTRET D,

S

BHARSAVIZHET)

O 1AM
&R - RIEMRHELREDZHBEE - BEENR -SRI ERER]
PMRARE RLAXRZREREFRARBEERNEL TR £F X

11



<BHEE>
EHMEKE -DMTEE 2016 &

RE#E
RO FIEEBR 5 KR EEL
INEHE
1) FHEICRBET HREREIL * 1
2) MEEBEMMERE * 2
3) FIRRIAOMMMERE, HAHVITIERES *3
4)E I TS DR B R
5)$1 Scl=70 (FRAVAS—EDHUA, U FOATHIE, i RNA RUAS—E N HREOWLThhH 5

PRO‘EZE
LUTOEREBERNTHIE

B B HRHE, AXKERBMEEEAE, FEEERIEMIER, MBRBEFEMSECLE, BIEERhRKE, RL
T4V, BAEEREEESE, BEAREER, BRFRMEFEEE, Crow-Fukase fEIZEE, Werner fEREE

P DHIE
REE, HHIVNEEORVQO~GOND5>5 1 HEULER-SEIEXERMBRIELLZH T 5.

IR
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<EBEENE>
DEE. Qfti. QL. . OHEIELENS L. RLEEERAIATDEWNED A moderate Ll £ D BEEZEBIRK
DREET S,

DEE
modified Rodnan’ s total skin thickness score (mRSS)
0O (normal) 1 (mild) 2 (moderate) 3 (severe) 4 (very severe)
mRSS 0 1~9 10~19 20~29 >30
mRSS D&t EFE
() (%)
Fi5 0 1 2 3 Fi5 0 1 2 3
Fi 0 1 2 3 F5 0 1 2 3
i 0 1 2 3 il 0 1 2 3
ol 0 1 2 3 LB 0 1 2 3
] 0 1 2 3
ATt &0 0 1 2 3
B 0 1 2 3
XER 0 1 2 3 XER 0 1 2 3
T BB 0 1 2 3 ThE 0 1 2 3
BE 0 1 2 3 BE 0 1 2 3
A&t (mRSS)
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> 4 (very severe)
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OB

B RAERK ER DEEE K
PhaRfEE ZE = ERH 3 (EF)
O (normal) EL EEEH L EF>50%
1 (mild) NYHATE | E¥EERZELLGOT HY
Bk, zEER
2 (moderate) NYHATIE | BERETETLHTENR. & 40% < EF <50%
BEE
3 (severe) NYHAII E | AT—TILT7TIL—>3 EF<40%
U R[ER—RA—H—D
4 (very severe) | NYHAIV [E

FEHEDEEED>LRVEELGLDEERDEEELT S,
MR BHAE =R (E iR CIBMEFEERE (¢’ IR DL E/ e > 15 ZHREEFEEEET 5.

@F
eGFR (mL/%3/1.73 m?) *
0 (normal) 90 LIk
1 (mild) 60 M5 89
2 (moderate) 45 His 59
3 (severe) 30 Mo 44
4 (very severe) 29 LT RIEMBBHEA

BEEEORANESHEEIELUNDERBELTEHIN-HE . CORETOFHENSRNT S,
*& G HERAECIE, HRENMETTHIELHY. FAZEDFEELRZITITKWREFY C ML - eGFR
DEERXEFAT S,
Bit: (104 X Cys-C ~'9"° x 0996 %) —g
ZtE: (104 x Cys—C ~'9"% x 0.996 F# x 0.929)— 8
Cys—C: MEIRAFL C RE (mg/L)

®HILE
(M EEHILERE
O (normal) IEE
1 (mild) BETHFEESET (BRAEKEL)
2 (moderate) B BE:¥RAE (GERD)
3 (severe) W R E R EENITHEORT R
4 (very severe) BEREICKLDMET HE#H
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(2)FENHIEERE

(normal)

(mild)

(severe)

0]
1
2 (moderate)
3
4

(very severe)

IEE

BREREFSIBERE CAREELEL,)
NHEFONREVELT IHBERE
RN RIEMREFEH BB ERZEDRE

FIDFIRRER ANV E

ZTDMDEEE7HE
<&H5—H>

Medsger DIRIBLI-EREERHIZENTIE AERD EATIIYYMENERSNTLSA . BERHIICE
WTIFE AT YMEAREETLEBIKIFEAEROONGEN 01120 KRFEICE L TIE, KERED
DHZEFHHEB EL AT YMEIZ DWW TIE, SRR T REIEE DO —DITBH-LY,

O (normal)

1 (mild)

2 (moderate)
3 (severe)

4 (very severe)

Normal

HAERTICLLEIL T 5% ~10%KEDIAE R
HAERTICHEEIL T 10% ~20% K DK E R D
HAERTICHLEIL T 20% ~ 30% K DK E
FAERTICLEEIL T 30% LA E DIKE R A

<PBaEi>

BRONEE: BEBSOEEM
B ATy ER<,

BREIER

@AM NTR)YE)
@iu/MRE Qmik

@LDH BHAQ

®;E G &

ZEHORAIEEREHLT. EEEZRET S,
BEE O (normal) 1 (mild) 2 (moderate) 3 (severe)
o e V] ¢ 1~3 4~7 st

SESOEETENE: FHEE 160° . FEIET 150° . BREEET 130°

RAUb AT &g (%)
0 95% L1 L
1 75% L1 L 95% K%
2 50% LA E 75% 3k i
3 25% LA E 50% 3 i
4 25% 3K i

IRFE AUPEHOFERIE SSc [TXDHKE - EEHMAMMEBOEL. HHNIEXEDHIR- RIRISERT 5

DTHHZE,
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< fifie i £ 5E >

O (normal) fifies £ 5E (PH) 2L

1 (mild) PH %Y. Hh D WHO U5 X1
2 (moderate) PH &Y. N DWHO U5X 1
3 (severe) PH &Y. D WHO 25X I
4 (very severe) PH %Y. D WHO 45X IV

BDAT—TILIZTREROFEHYMBARTE 25mmHg LLEDED%E PH LSBT A, BLAT—TILN
BT TERWMEEICIE, DIA—ICBITAZRAFHETEEN 34/ NEBADPEE(=ZRFEEKEN
46mmHg B X 555)IZ PH L2 T 5,

<mE>
O (normal) normal
1 (mild) Raynaud’ s phenomenon
2 (moderate) digital pitting ulcers
3 (severe) other skin ulcerations
4 (very severe) digital gangrene

HEBPICHFELZ 22V EEEDEWVREZLEICHET S
*Digital pitting ulcers (&, FHEEAIEHIREH LYLEMD/INEBREET S

ST FLUE R OVERE BE /0B O IS 3 1 A B TH

1. Wikl _mwémmﬁﬁ\@E%%#;%LT\@%Eﬁﬁm%&wﬁﬁﬁﬁw%émm\wf
MO O L DOEANTHZELIX X2 (72720, YR O %2 R T ERERE CTH - T, i
ARER D DIZIR D, ),

2. IREBLAR IR B EAEE SISOV T, BWUIREZERO T CIRENMTHhIL TV AR EE
ST, [EIT 6 2> H M The b HIRTE %E%ﬂ# Widrasz g5,

3. B, SEROBEN FROEEE SIS C—EU LICEY LERWETH L0, mERERZ eI 5
ZEPREIR B DIZHONTIL, ERBERONGET D,
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IRMERIR R CEIREARBIEAZEIHEL. EELGECRAOBERSE AT/ OI) U MEE KT
BERBEEBED—DOTHD, ZRENTIERELGLHH . BRIR. RIRZTTHEL £F D5 BIRD R R
BIIZEE SN ST=8. autoimmune exocrinopathy EHFREN 5,

D= LUEERBIItMOBREBOEHLALNGEN—RELEAEH) VT FOLEET)TINM—TX
BEDBIRRESHTIRMLICKIANEINS, IBIT, —REST—T U UIERE L REHNRER. ER
RIZIBRBH T AR EHRELN L F BRI R SRNE LR TEND,

FRARIGECMAEOHRCEFCZELE-EERISE) O N\EKOFEICEY, BEREIGENZTDHREA
ELTEZLGNTWS, RO —FIILEEA T ATV IED EL . ik VO FEF. 1
SS-A fiufk, 1 SS-B kG ED HEMAAHIRT 5,

2. [FA
HHIITHTHLY. BERBERELEZEZON TN,

3. fEK
() EIRGEK (AR, O, [UBEZIE. RIBELIR. [BR2Ig L)
(2) &R - RARIERR

(3) BAERER (OB RHET2¢)

(4) BRRR (RARRREE | 121 R IKRR 28)

(5) MR #RAE K (R E MK . BEXEX X BELZE)

(6) FHER (REMERETERE X, BEREMFX)

(7)HIEEER (B X)

(8) BER GRALRMEET S F— X ABAY D LMfEIZ K HMHRME . B A IRILEE)
(9) RIEFER GRIRFIBE, §A </ ATV IMIEIZL S, TROMIKEB A5
(10) Z DA (LA /—RR. FHE. RIEMHEL. MEX. Bt/ BLRE)

4. BEE

FRAER ISR LTI, SHERENFID LD, RFVBIEICIIATIRR. EVILAVEF NIV L D7
RYIFRID L LAIERD RIRATHhNS, MEDREIBEICHL T RRTZTHVENTHS,
ARSREICIIATIERDOEZENTHONS FBEEOSHWNES WD FHICERTHS. EADEE
EROIEVEBROBRBICAEDNTHD, NIRETIIER S MEERETHHEEA) VIEEIE. EOAHLE
VIBBIEARALLND, F 60%DEETEHIMTHAM. # 30%0DEE THILFER ORTFLEDRIF
ANHIRYT 5. TDMh, ZFIZ 5. TOLANT O UIERIBRELALLNS, =, RENTIEOIVIE
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VOAMEDRRESNTNS, RIVREZESIBE X T DREETI EEFECEHRICIEIERTOA
MREENERT 5, FIRIRHEEET OB EIZE, FRIRRILEL OHREENTHONS, REEMH
TOR—Y AT BEEDREICEDT VRV RADRIEEN ) LDERITHN S, RFEMEE 4B
ERITHLTIE, YILYTAXRL - LBEOBRENE1ERTH S, B/ \BEEHLIBEICE, &
ML REBEDEIG L7105 MBRFRESHLUIBRICIE. TDBRERET D,

5. %t
—RICIEEDRAEIMEN., FTRIIRITFTHD, SZRED-HIZEEZD QOL (LT LERIFEEXNZ
Hhol=hY, BRSO MEERE TR AIRE(COTRVILFRID L, LIASER) DEIZT QOL AkEL
TETWD ERFPREEATHIDE. FHEOSVIRNERPCESR) VU /NEOHHE., SHLI-hDORBR
R/IZ&D,

O EHDHEITHELSIHE
1. BER (SN 3 EEERZHREILRFER
18,118 A (BAZRBEIZ &L D)
2. BROWE
TH(BEEREEDOHFINRESND,)
3. RMRER &
REES (RBRAEGL, )
4. REIDEE
DE(—RIZEHEORBTHD. )
HY (ARMOZEELEZEHY, )
6. EREENLE
EFERRMICESVTERRELERELTER,
EiEGRUE)ERRET S,

O 1AM
B REERBICEY HREVERIL
MERKE tBEXFREk Rikk Bx £t
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<BHEE>
x—J LUEIREE (SiS) AT oM & %
(BEFEE R, 1999 £)

1. ARFREABRETROVIT O DEEMRERDHLHIL
A) OFREB T/ BRZEA 4mm? Hi-Y 1focus LLE
B) RERFEM T /BRI N 4mm? H1zY 1focus KIE
2. AEBEETROVWTNADBUEMRZRHEHIL
A)IERIRIERZ T stage (EFE 1Tmm RBED/MRIRER) UL ELOEERMR
B)HER S M EET (HLTAM 10 2T 10mL LT, XIEH IV TAR253 /28 LT AHY . M DHER
BROVFIST4—ICTHEEE TORR
3. REBRETROVI A DGIERMRERHHIE
A) < JL<Y— (Schirmer) ZRER T5mm/5min LT T, M DA—XAR2H LT Xk (van Bijsterveld 237 ) TAO
73LLE
B) 2 JLY— (Schirmer) FE& T5mm/B5min L T T, M DENXBR (TILA LAV B THERIRIZEES
Y)
4. MFRBETROVIT O DGERMRERDHHIE
A) i1 SS-A k&%
B) $t SS-B ik & 4%

ZEOATI)—
b1, 2.3, 40WVWT N 2EENGETHNE L —T LR LT 5,
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<EEESE>
ESSDAI(EULAR Sjogren’ s Syndrome Disease Activity Index) [C&K D EEEHLE
BEEGRUE)EXNRET D,

ke BH EEM R
(%0 (% x SZENME)
2 RIRAE 3 o0 €10 20
) \EiERR 4 #&OO €10 20 =30
BRAE R 2 #|OO €10 20
RAEE K 2 #£o0O {E10 20 &30
R RS E K 3 o0 €10 &20 &30
s % 5 o0 €10 &20 &30
BRE 5 #£o0O {E10 20 &30
FRAEIR 6 o0 {E10 20 &30
R MAEIES 5 o0 €10 &20 &30
PR IEEE 5 moO f20 530
miRkEE 2 #£o0O {E10 20 &30
EYMERFR 1 #|OoO €10 20
ESSDAI 0f~123 &
=Eg=t ) EULAR DR EEBMEZE
F-EERETFHEGRS)
BEREBFEME(<K5R)

— it SS. — 't SS &1 ESSDAI IZKYERE ., BEEICHEET S,
ESSDAIZ 55— EfE
ESSDAIL 5 5 — 8} fE
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BEE

ESSDAI 12 T4 & tRig D FH A %

R

B

i53E 3N

LT DR AL

B R EL(37.5~385C) ., BT, HAHLIIE~10% DEKERLD
=E(>385°C) . BT, HAVNEI>10%DERERLD

(REAE HEDRBOBRATHELRO

N =2 O

) NEiRERR

0 LLTFDEERAZELY

1 Y/NETERR : R AR = 1om XILHEZ20m

2 YUNHEERR: SRR = 20m RITHEZE=3em, HAHVILFE (B2, BROLTH
)

3 REDEM B MABIEEESR

BRIE AR

0 IREERRGZL

1 BETRIER(=3cm). HDHWEIRBLI-ZHBTIRXITRIRDERR
2 ETBRIERR (>3cm) ., HAHWIBEIL-ER FIRXILRRDER
(&0, BEZERO

BB

0 WR#E. FEMEOBEETERLL

1 BOIHIEY (S0 M EES>FE. FE. BE. B1R. B OB E
2 28 AEIDS5H 1 ~5EDBIEBIE %

3 28 BAEIMS>HL6MEL EDREETEE L

(E R RRETREZBRC)

R BER

W, EHMEOREERGL

SRR

ERPHRMNEX. RELLEDEHM. H5HL\E SCLE ZETRBLIE-KREME X
EMRDHRIER. REEOLR. HHVNINEXEEESFEECUVFAMRENE

w N =2 O

(RAIFMEFICEDIRELERADERITFRELGLET D)

fiim &

0 . FEHEDMBELL
1 UTO2IBE OV b Eial=d
BRI OO EXRET X RTEEZROAGL
X #%H 5L HRCT THIEMMBREZRO . RUIND G THEREEERENERE
2 hEEDFEMEMBLE T, HRCT THIEMMBENHY . LTO2IHEDOLT b E
=g
FER R TINHY (NYHA I
IEIR A EEFRE LI E (70% >DLCO=40%. 35 L\E 80% >FVC=60%)
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3 BEDEEMMABZE T, HRCT CHIEMMBEZENHY. ZD2IEED LT hEiHET
T
TEEBEEYINHY (NYHAIL IV)
MEIR M EERRZ LU E (DLCO<40%. 5L & FVC<60%)

(FAIFHEE ISR EL-RADERCREBICEBROFRFES (BELL)
EEMLGLET D)

0 IRE.EFEUHERLTLL(BEBR<05g/dL, MRAEL., BBRAEL. hDTIR—L R
L) HAEINERAIHAREEIC KSR ELFHREEEAR
1 LUTFITRT KIEBERL2OLWEEDFHEERE (GFR260mL/53)
REET7IF—X

REAKRETEAR05~1g/B) ZHL A DMERAEL
2 UTFICTRT SOLPEETEMERE

B2 (GFR<60mL/7) S RMBEMET U F—2 R

BRE REARETEAR (1~1.5g/B) D D DMEROBEFEHEL
HBZHICEERELUNORKEE R HHVEHEED B N\KZEHEZRD
%
3 UTITRT SOLSFEMERE
RERRFRETEBR (>1.5¢/B)ZH#5. HAHWLMK, HAWEEREEZREHD
BRI TR R BRAB R HDE. YA T 0T U EEEREEZRDD
(R FHEEICLIREL-RDERE SR BICEEROBRE T IHELZLL
5. BERDIBITEAGL, HBFNMRZEBELEEMTELTHIL)
0 IR#E. FEEOHERLL
1 HERCHERTEELNHIBEVFHRAT. UTO2BEEOMAZHT
f A F A0
CK [FEZEEE (N) D 2fFLLT (NKCK=2N)
2 HEHVCHERTEENHIPFETEMHXRT,. ULTO2IHEEZWS hEikT-
El
FAAER B A (MMT = 4)
CK EF###5(2N<CK=4N)
3 HENCHERTERZRDISETIEFHXAT. ULTO2IEEOVT W EiET-
El
BRI (MMT=3)
CK LR #Z##5(CK>4N)
(RTAAFIZ&K D85 hERR
S 0 WM. FHHEOREHBESLL

1 UTFISRT LOGEEFBEREHEES
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MRICERERE (NCS) TAAS MBRREMMREE 1 —O/\F— = XA
&
2 UTISRY LGP EFEEFHMERHMBIEES
NCS TiEASh - EBEEZA LTV MRIEREESH -1 —0/\F—,
J0F 70T EMERE/HIFREE =1 —0O/F—,
BENFEDOEBKFEDHEFH IR K.
BEOHEEREE EBEENGVHEEDEHKANH D) Z4Fo7= CIDP,
RIEAIERROMARES (ZXHREERO
3 UTISRY S uEEEHUEREMERES
RRNEPEE =3/ BRUEREEYH 21—/ F—,
MERICKDREMRET (SHREMRRERLLE) AR RICLDIEEDEB KA.
EEOKAERES (RRXEPEF=3/5. HH\IEEDEEKXH) ZF o= CIDP
(FEFEMEZICESIRELERIOERIIKREICERBFROREMERES FHE
TLET D)

AR HRIE S

0 JRE. EFHEOHRMFEFEEFLL

1 UTITRT KGHFEDEEEPIRAEET

hRE DR IRES . RERX MRREESNEASNAMEFTOAMMFISHE
LI BRIE 1R ¥

3 UTISRY ST EEEB PR ARES

Fibd x5 5 2 S b 1 28 I — BT AR RE I FEAE L (FLVMA L MM IR B BE 2 .

D ERIEREIR ¢ L BEIEE E 5 S R AEERIE IR

(PRI FHEFICLSRELERPADERIITEEBCERROPREMREES (XFEME
BLET D)

I & FEE

0 BEAEMMEREDEL
1 HEREMOEKED TUTOIEEOWT AN ERKT
5 ehERiE 4> (1000 < §F 3k < 1500/mm?®) 45
B (10<Hb<12g/dL) &{£>
m/pRiEA (10 B <m/hrR <15 B/ mm?) 2445
HDULME) /BRI (500<1) 2738k < 1000/mm?) #526H B
2 BCAEMONEBELTUTOIEEOWT WhEmZT
57 BRI 4> (500 = §F F Bk =< 1000/mm?) Z 45
A1 (8 =Hb=10g/dL) & £>
MM/ R (BASM/IMR=10 B/mm?) 5
BHBNEY B A (/3K =500/mm®) 258 B
3 BEAEMMEKFEVTUTOIBEEDWThERT
BBk > (BF R B <500/mm®) F £S5
B 1M (Hb < 8g/dL) #£5
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M/MRE D (/MR <575) Z 445
(B, FpBkigd, M/MMRBEDICOVWTIFEEREENKBLDAERT H_E.ES

SURZ.HRZ. ERFREMERBRDZEFRS )

0 TRENEWMEHIFRRLL

1 LUTOIEEDOWIThHERDHD

Ja—2 /e

{E##1K (K C4. {& C3 XIX{K CH50)

MR = v F0JY ME., & lgG MYE (1600=IgG=2000mg/dL)

2 UTOIEEHOWT N ERDS

ST OTYoDEE

= v YaJYUIME. & lgG MfE (IgG=2000mg/dL)
RIEHBELE v JRJY) U MiE, K [gG MfE (1gG<500mg/dL)

LT ELYE N OV BE Ay B O S 1 D R B

1. JHRAZEICH WD BEHIER, BREFTRSICE L T, BB LICHBEROREN WA IR, W
NOFEHOLDERNTHE LI xR (7272 L, Yo 2 =~ RERE ChH - T, i
AR B DIZR D, ),

2. IREFIAE I S BEIEE IOV T, MU ETFHERO T TIHRREMTOIL TV HRETH
ST, HEIL6 2 H M TR b EWVIREZ EMHET 22 L L35,

3. e EIROREN FROBEEESFE T ELL LIS LW E TH LM, mEERER kR T 5
ZEDMER DT oW, EREROXG LT 5,
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[FEEEERRBIEE

v BRIER
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BRE TGS DORRNT 7, 1S AL ADEE,
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N7 I7AMEBICIEXTIUISRA N SEEMHAIRICIES /Y9 HDDS, BB XEESICITIEE
ZEATHIELN. EAFICITRIBERERTOS, REIHELREHT S,
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RFEIEX. N OTIHFRERBICELTELGRED—DTHo=MN. TNF AFEDEAICKY. HAF
RIFREKHEL TS HFER. MER ., #ERIHLTE INF [EEREAEASN., AR RE
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(b)HERR S E SRR ¢ (HAARIS IR 2¢)
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BEHRELGEEZRDIRRTHADKETH S, BEMFELTIIRENRE. BE. RIR-ERR. PRAZR.
FARRR. Fifi. BPRE. HAEE . BB, ATILAR. RARME. BIAR. U2/ B, KE. ELIRGEAONTLS /K
NEHBBIRUVERHEELLTORBERETSAEAZVDN E—RBBHFEDEELHLH. HERE
PERE R ORRIERR K (S0 VR GENREMKREBETHL. FIC. BECREMEBRRIEECREERES
RPN N FREZTE5ELH L. BRMICEBERREICIYVELGSIEREEL., BREKX.
FEEICRDEAE., ERERCHRERE. R EICHIBBRETELERICERCEMEEHIELH
%, BEREHFOBEENAZZONTEY. ATAMNERAE—BIRELGLH, BE., PEICEoTELS
DETEENRONSGBEEDKEETHD.

FRERETATHLHN. FEEACSHADOEFE. M 2G4 BIE. eG4 BEREMRERE. ATA/NHE
MGELY, BERERRELEAON TS,

IER

BEEINIBRFICE SO TIERIELGLIN HEDZVLDELTTROLDNH S,
aFAZEMHE

b) L BE AR A 1R 2%

BT

d)iRARAERR

) & AR 2 AR

KB

O BERIER (R ZD. WIREE)

h#ERRICESIARZGE

ARE

ATAOMRERENE—BRETHY . LBENSBRETEAL., TORMEIFRIEZITI, HEFRELX1~3
FEL. BEMMFSNTOSEEEHILELTEEN, LIELITBRERHLHH, BEROAEREIHEILS
NTLVELY,

5. %%

ZLDBITRATAARERDRINT . ERE. PHICE S TELOH (HFHH) THENRON D, 5
BREEBFLLL,
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O BE#DHIFEICHELEHE
1. BEH
#9 8,000 A
2. FFHOHE
R (BAERERFNAEZLNATINS,)
3. MBRMITAESE
REEL (RTOARME—BINE, HIEISDONTOR— RBIEBON T, BB O ARIERIEDL)
4. RYIDESE
PBE (k- TELFESHRT S, )
5. P
HY (FRIHEROBIHEESY)
6. EEENLE
TROEEESECEENERRET S,
BHE CABN AT ES
h S g L) B AR
FiE: AT OCRARKEEH BV LIERAI T ABRLTLRBRENE S,

O fEiEHT
BAFBEHaTREFRRMES R eG4 BEXRE IICET HREWV R
MEKKE RBAFHLEEAR iR FEY
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<BMEE>
1gG4 BER B DZWITEARMICL, LEBHEELEIZLDIDET HH. UTOQO~ODENZENDIERAZ
MEEICLYZHSN-LDLEHDHEET D,

DO<IGARER B QIEDIEE>
LLF D Definite. ProbableZ X & &9 5,

1. BRERAICE — RIE B R NGV FEAMSHOIVILRBMEEKX., IEE. &85, EEHREZED
%
2. MiEFHMIZEIeGAINSE (135mg/dLEL k) 2528 5D,
3. REMABFEHICUTOIEEF2O%RH 5,
a. fHIBAT R - FEAL) Bk REHROZELARHELERD S,
b. lgG45 1472 B #RR;2 M : 1G4/ 1G5 4 #ARE L 40% LU L . HDlgGAS R, B HIREMN10/HPFEHBZ 5,
c. FEMRHIE LAUSTEERGHEHIVIEAEMBIRXOVT A ERDH D,

<EBWohTI)—>

Definite: 1+2+ 3% i3+ D
Probable: 1+ 3% =9 £ ®D
Possible: 1+2%i#1=9HD

=L, TESRYMBBBMZMA T, FRSBFDEMLES (. BRUU\EQE) vEMUEE (U z—JLY
REMREE. RN ZRMEFEEHEE R, FvIRILIURE, ZREERBIEGHEE. ZROE X ERZFE
fE. FILIAF—D X WFEABRIE S RINE RIMERAFBELLE) LB THENEETH D,

Fl- EEMERRBCERIFRE (B, BER, PRAE. RIEE. MERELE) T, +H0HEMIRIT
Y AEEZRVTHRERMICDERER THOoOTLERMBREDSMBELEE RS IHBICTZET 5,

Q< BCREMEXDZEEE>
LL T Definite. Probable. Possible Zxt& &9 3,

A. ZEIER
1. EREX:
a. WEAMREX (diffuse)
b. [RFEIEX (segmental /focal)
2. THEE DT BIHMIE ERP
3. MFZHIFTR
& lgG4 MJE (135mg/dL LL L)
4. REARR UTOO~@DFRDIS,
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a. 3DULEEH S,
b. 2D%FEH5,
OBED) Bk REMROZRBE. Rl
Q&R 1 REF L 1Y 10 EZEER S 1G4 (514 B HfaZH
QTETE IR #2# 1E (storiform fibrosis)
@FAZE M &80 2 (obliterative phlebitis)
5. BENRE FEILEREE 2. AL TERAR K - ERAR 28 . 1R RENEHRHEAE
a. ERIRAIRE
BRERAT R R UERAT RIZH LT, BN IBEOEIL RS 2 . FBILMERIR 28 - BRIR & (5w
(Mikulicz) @) 3 & L\ SR REIRIRHESE L2 TE S,
b. REFHRE
AL EREE 2 . BRI MR AR 2¢ - R AR ¢ . RIRIRRMAEE O HMARIEMRZ3ED 5,
ATLar RATFOMRAEDHE
HFERICH WV TIE, BEECIERERERNRIC. ATAARICEDABRNRESHIEBICETILET
5. BEMHERBOENNHLWVSEESTBERARKZ T ZRIILS] (EUS—FNA) Il E TIToTHLIEMN
ZFELLD REZNEEREZOBRNZEHE ATOMFREICKERSEABMZEISETHRE
Thb,

<gEOhTIN—>
Definite :
DU ZEAE : 1a+ (3, 4b, 5a, 5b D361 L) EHE-TED
QRBE:1b+2+ (3, 4b, 5a. 5b M53H2DLU L) Zi#HI=TLD
1b+2+ (3. 4b, 5a,. 5b D5512) +ATLar&i#Ef-3+D
QIR FMIEL  da TilT=T LD
Probable:Possible DE#E+A T av#E-3+D
Possible”: B2 RZEMERXEZ RET SRBEEEXREE T H6ITERP BAFLNGENS-HE. (EUS-
FNA THEEZBRSY) + (3. 4b, 5a, 5b D1 DLLE)E#HE-T1D

*HNETIIBOTENG2RDARERLH S,

P<IgG4 BAERELEEERDZMEED>
Definite. Probable Zx{%& &9 %,

A. ZEIER

1. BEEGRREICTHRA-FABREICUFAMN. HHWIIRBEOHFENTIEEGLEBEE 5L
REZRDHD,

2. MRZFHIZE 1gG4 MfE (135mg/dL LLE) ZFRBH B,

3. BEREMER. 1564 BERIR-ERKIRK. eG4 BERBRBEEOLNINADEHEZREDSD,
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4. EEEICUTOREBMEBFHAIRZEDS.
a. @mEGU N\, REMROZESREL
b. #BIL118EF&H =Y 10 BZHE A5 eG4 R EMRZR
c. TEEEARERHE 1L (storiform fibrosis)
d. FAZE M E%AR 2 (obliterative phlebitis)
73y  ATFOMRERBROHE
IEELAROBE RNRETZERES| % (Endoscopic ultrasound-guided fine needle aspiration, EUS-
FNA)ZETHEZERED TEHEMMBRICE T, BERCEELGE DERESERMNRIC, 2704
FIZ&BBRMBREBMIRRICETENTES,

<BWHOHTIY—>

Definite :
D1+ 3%#=9HD
@1+2+4a+4b ZHE=THD
@4a+4b+4c Em-FTHD
@4a+4b+4d EiE-FHD

Probable: 1+2+#4 a3 &=+ 0

Possible: 1+ 2% #1341 D

L. REECEEGEDEMRRE . REMELCHEE R CRE AN ZRIEELEBEXE
RN DIENDETH D, BEEEEH =S, BRREIIC 1G4 BEEFLMEE XABE TELL
6. RBICATAMRERETH T [CEMRRIBN T I ENEETH D,

@<IeG4 BEERF-BERVERIFREDZSIEE>
Definite ZXR&ET D,

. EMIER

RIF-ETIR-BETIROFHKEGMAUL) ., "FFEIC2RT7 LU EDEREZZEH S,

MRFHIIZE IgG4 MMIE (135mg/dL LLE)ZFEE&H B,

JRER MR AR AR BT 1G4 514 RL E MR8 2 5 (GRIL KSR EF T 1gGa+/IgG+HY 50% LU ) FEBH 5,

w N =P

B. #R&E
D= ULUEREE. YILAMF— R Ry X )LIUTR. SROE R ERFEE. B /B, B4
EERNT D,

<gHOHhTI)—>
Definite :
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DA1+A2+BZ#m=TED
Q@A1+A3+BEHE-TED

B<IgG4 BHETRmDZHmELE>
Definite. Probable Zx{%& &9 %,

A. ZEIER
1. RFTR. BREREBICAIOADEEZRSD . MARREICTE IgG MAE. EEHAMAE. 5 IgE MAEDLVG
nhERHS
2. E@J:##ﬁ!zﬂ’mi"“ﬁﬁﬁ(U‘i/u'l'stﬁ‘ﬂix BEREOSHRMEEZT R, EXRUBEE
(hypovascular) , B R EEBERE) ZF2H
3. M&RZAIIZE 1gG4 MIE (135mg/dL LU E) féaﬂ\&bé
4. BEROREBMABEMNIZLUTO2OOFRERD
a. EALGY D N\EK, EMEORBEEREDD, 1120, 1gG4/1eGi5 MR LE40% UL £ . RIKIgGAl51ERE
HEHM10/HPFERBZ D,
b. RiEMAZIRYEOFHMNTRELLEZREDS
a. B OfifgE O REBMABFAICERL) /B, REMRORBZRDS, 1121, [gG4/1eGi5 %
HHRE LE40% LA E A DIgGARS 4 2 B MR AN 10/HPFE#E R 5
b. IR7LULDERIR. B TRLLIIFTROMERR. 12 B2 REEREZIHFENLTERAR. HLIEE
IR HEAE DERFTROLVT b ERDH D,

B. #R&E
- ERERBI AR - SR ME R ENSFIEE. iFEIRIE S RN E RIERSFEE. REMRELGE
ERZE LOBRIRE BHYUNE, BERBLEELRE) BEE. ERBR. SROERMEANF
JEE. HILOAR—2 R, E@iﬂ%&&

<BWOATI)—> (1=12LB. EHEREEEMNT S, )

Definite :
D1+3+4a+4b%iEt=3H£D
22+ 3+4a+4bEFE=TED
@2+3+5aFE-TED
@1+3+4a+5a FfIE5bEiHE-TLD
® 2+3+4a+5bEH-TED

Probable:
D1+ 4a+4b%EE-5HD
@2+ 4a+4bEiE-5HD
®2+5axiE=ED
@2+43+5b%EiE=FH0
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Possible:
D1 +3%iw=91D
@2+3%im=9HM
@1 +4a%it=3H0D
@2+ 4% =10
®2+5b%imH-TED

©<2018 1gG4 BHERENAREIEE 28/ BIARE E 2 . RAGIRIRMEIE DD ELE (W DS >

A. ZHIEH
1. CT [CKBEBREZWIZHE T, UTOLSLFRERDHS.
a. BIREE (SMERADDIEEMRZE (ZLTLEM)*1,2,34, LLLIEFEFEEREERERE
b. BEEMNSREBEICNTTHOREMSIRE*S
c. BERNEEEOHRIKEIE (EICEAIM)
2. MRFHIITE 1gG4 MIE (135mg/dL LA E)ZRHB.
3. REMBEMIC. UTOO~@DRBATRDSE.
a. DRBHLILLIFDDEREDS.
b. DQND#H%RHS.
DF AL 2/ Bk - R EHIRRIR T LiR#E1E+6,7,8
QeG4 GBIl D ZE RS
ERRIRIE 1gG4 IBMHETLE MR > 10 {8/hpf M D I1gG4/1gG Lt >40%
UIRRARIK (G4 M Ra %L > 30 B /hpf. 1gG4/1gG tE>40% M DS HEHIRED VD FA S M)
QIESE IR $R#E1E (storiform fibrosis)
@FAZEMEAR A (obliterative phlebitis)
4. fthfiize CRER-BRRZE. HERAR. R, BBE . B, LLJIMICSEDHEE. HH0L. FRBOFE
HZHEEDHZICEHT DRERDS.

B. &2k
1. #€52 1(a/b/c)+3a HBULE 1(a/b/c)+2+4 Z#iET=F+D
2. #FEE2 3a HBULNME 1(a/b/c)+3b HBULE 1(a/b/c)+4 FiET-3HD
3. §%52 3b HAWLIE 1(a/b/c)+2 Fidl=31D

*1 KIMETIERBEO/MEZFEDLLGEND, PREIR EEIRGE) TIERER/MEZFEITENHS.

*x2 MERILER EIREZESIGEELEDLLRWNEELH S,

*3 EIRIE(L CMEROMRE. REMRE RN, B, B854, MEX. BRI /\E, ERE.
Erdheim—Chester fRZEMDRREICLIMEEDELTHRATESHZEEMRNT S,
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*4 KENR~RE B EAR~NIEBBIARES SUPREAR EEAK, LIAMREBIARASEEIARGE O XEARD D
— R/ZRDBIITFHT B,

*5 BRBFIVLBREIZHFHRT S,

*6 EIRTIEINMNEERDRIETH D, =L WEHRKBIRTETEXNEEDHEELHSD

*7 FRRHR (L. BEGITIEIRHELIXTET UAIK CTRAEMREIR X Z+5, FAZE SRR 2 DR [ Elastica van
Gieson LEBIEZARTOHERINHREIND,

*8 IRIE, AFE. FHIKRHEIIBERONGUL MR THY . Ron bR F LB ROEEZE-L-
ELTHIEELGHIMZET,

<EBEEESE>
EEEFERNITERFBRICHEL. UTO (1) RIF(2)Z@m=TEBERRET D,

(M RTAARKEE
T+ REDRATOMRABERETVWEREALLZA., ATOMRBE P IL THBEZTHABMRL. BT
HWNEE

(2) RTAARERME
THEDRATOARABE<VEIREE (05~06mg/kg) >E6MNARMITOTLEMREATET . HEEME
ENKDIGE

fizRiEE

LERERBICEREBELTVWSEIBFER OHEEENELILOD

Bl : CKD EEE S FEE—IIVTHF DA DIHE

fRE BAEMEENERTETRTUMEALENLE
FIEXEEDOFEZ Child Pugh B KL E

i AR EENER CETRATUMEALGENRE
FEERGELZHEIEEDEN D DEETR £

L% 2% PaO, A 60Torr LT DIEEERIMAE A 5T T 5o

BRSHE- ME  REXDEAENFH T 5. MEHR

HEIVNIZFDFHDI=ODRTFU T
TEK FRILEVOFERENDE
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CKD EfEERNFEE—tTvT

EA=174E8) Al A2 A3
RESEE 3
&/ E) % | 8EZAR | SESAR
FRERB/Cr Lk
(g/gCr)
0.15 X 0.15~0.49 0.50 Ll E
G1 EEXIIEE =90 % -1 AL
IE'H"XU:$XE -~ ~
G2 e e | # ALY
GFR X% BE~PEE s T 2T T
mL/5y/173 | 9% | g 45~59 = FLoo I O
mz) T~ = .
S i Y AL | DI DI
I I - 3 N N
G4 |EEET 15~29 IR DI DI
RKEPEFRE
G (ESKD) <15 oI 7R i

MWL YE K O BEFE O EIRIC B 1 % BB HFIA

1. A ZENIC O D EEAER, BRAPT RSB L T,
NORHOLDEHNTHE LI AR (2721,
FRATRER & DIZIR D, ) o
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WTEE BICRF B OBUEDR WG R ITIE, W
WREHIE DI 2 R BRIREEIR S T - T, T



. IRWBREATE ISR B B IS OV L, YR ERNEEO T CIREMTON TS IRETH
- T, HiL6 2 H M TR bEVIREEZ EMIA TS5 2 & &35,

ek, SERORRE S FREOEIEE S T —E L LIZE LW E TH D05, MBI ER 2 ki
D 2 EDLEIR L DOV TR, EREROKR &5,
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325 EGEBECORIEERE

1. =

BEEREMEHORERRBE. BRRERICEOLLIEGFERZRALL. £ EICOIYERT SREER
BMETDEREHTHD, CCTRBABENERINTOSEREDSSL, BRICEEH#HBITIEESNTL
3. VVAE) U ERERAREIREE . TNF SBREER SRR, O > VERE. Riktttihia. 5
IgD FEM&RE. % - FBATEIRSF . LIRIE BRI X - AR RIE -7 I REEFZRL V-, NLRCAE
HIE. ADA2 (Adenosine deaminase 2) RISFE. THILT 1+ F T4 — LIEIEEE (Aicardi—Goutiéres
Syndrome:AGS) . A20 NTORELEEZRTNRET B,

NLRCAEEETIL IL-18 & IL-18 NBRIEASH ., BB EASHE . BEE. JLIRARER L. <
o007 =ML IR B RRER G ERILVMEREE T 5, ADA2RIGSE Tl TICHEIARICRAEHES
Y, #EEE S RBARRI UL - EEEEREET D, TAILNTA- I T4 —)VEEREIEELSESE
I RARERDORETHY ., BERNARILRELBIENGHERERLK - R 2—TJ10 - -8
BAFT TV DEMERFBET D, A20 NTOFLIEIFZ/DE A20 DHEEEREICKY . KEESAH
AL THSH TNF-a [ IL-6.IL-1 B ELNBEEESN. REEOBRAT 2, 2. BEE. HILEES
EDA—FyMNRELERZEETRIET 5.

2. &R

NLRCAEEEIL NLRCAD FDMEEEBERICLYRIET 5, NLRCAILBAREICEAHLE I TF7
V—LDEREDFTHEIN, TOMEEBESRERICLYARNN—E-1DIEEFEEEIEIY. IL-18 &
IL-18 ANBEIELESNRENERINDS, ADA2RIGSEIL ADA2FZ2I—F9 5 ADAZ2 BIGFERICEK
YRETIRFBAREBEHER(SHEER KETHS, BETEMES ADA2OREIEL, MaANTT
JOVREDEMNLGEERENME RELRET HAIREEI RSN TS, — A ADA2IZIXEREAFE
LTOERLHY. HINMREZEORECEIRAREFERAOESICIINENROMEMDETLEE
LTWBEHBIESN TS, THILT A I TA4T—IVIEREOEEEEFELTIE TREXT. RNASEHZA.
RNASEH2B, RNASEH2C, SAMHD1. ADAR. IFIH1, LSM11, RNU7-1®D 9 DHh$RESh TS, LWIFhbix
BORBOHMBENOKERRICES T 2ERFTHY. I BAU2—Tz00 QBRI ELEICKYRIE
B9 5, A20 NTOFRLEIL TNFAIPS BIEFHI—FT 5 A20 DHEEETERUNTORD)IZKYE
LEAEMEED(BHEERE X TRIET 5, A20 (T INF-a OMIBERAL Y FIILEERKBEICEEL. S
DT FIUEEFIHIZHEL TOE D FTHD, A20 NTAFRLEIZBE WL TIE TNFAIPS EBIZFDA
TOEAHMZERIZEY A20 DFEEFREMNEL,. INF-a VT FILGEDERENEIY . BAOREMEY A
FAAUHDBRIELESNRENEREIND,

3. fER
NLRCAEEETIE, REIChHI->THRIT S BB, ZaShD. BERE. JLIRARERX. BE- M
B - REEE V212 /AT77 — DB LEREF R IR E | SHBEREE S D, ADA2REBET
[E. #BYIRT FE, BIREHOLA/—ERFORBEER. MEXKICKDHFELENGE DMHIREK. R
B (D ARARFAZE CRARER, FINAREMELL) . BEXER. HRBECETRE. SlE. BE
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5.

EENROON., REICH>TRIKT 5. THILT 4T TAI—)VERBETIE, MEEHNEER. FFIRE.
FH&RiERO LR M/MREA VST KRR (TORCH JERE) SBELOIER DM, ZRIZME. MR
MGEEERA. TANAPREERTEZPLELETHEREENEDRKEZEY D, M/MRBD . IF
PRRE. FFENBR LT MRUERGENSTARELTREERTHEL 2L FHE-RIt-ERQED
BERRERECEEMTTIM—TRIZHELUL-BEREREOEHLAOLOND, WTIDKED
HEITOIYRENFRT 510, BEITH5FEMBEZTNETLTEELLD, A20 NTOFLIEL.
HAERPMND 20 REBEEFTOEFHICRIET 5. EEETEFICEICERLN. BRAMRERH D TBE
MOFER, REMOAERTIS, BE. BfEICmA., SMZEES. BILEEE. SERKENF-~—
FrMRROIERERE Y 5. £AEICOIYRENFEL. BREZTNETT S F- . BERF LT
JTIb—TR  BEREMHXAFOBECREREDHFELHOND,

ARE

WTFNOERICH L THIRE A THILSNISABREIIELAIL-1 8% 1L-18 DBEIEEIHETEIN
TLVA NLRCAEEE TIEH IL-1 WA DB MENFRESN TV S, ADA2KRIBREITXT L TIE. $1 TNF &%
DENEERTHRENEZ TS, £f-. BRBIEIZLDRANHGEEIN ., ERICES THoT-EHI IR
HINTWS, THLT AT T4I—)VEREIZHLTIE JAK BEETHD/N\)FIJIZLDEKRERE
EEOHE. ¥EERFAETECLINK - BERREMROUENHRESA TS, A20 NTOFLE
FRIBRERTOSMRELE5HRE, ALEFY, 51 TNF 2FGEDFEANRESNTLDH, BRI FFEL
LTULVEL, —ERDEI T, 1 IL-1 BH. 1 IL-6 HAF|, JAK [BEE. AEERMEERE RECKT 55
RILIRRAT. HEAMEE S RBERBICKT 2 EMMBBEOENENRESATLS,

Fi&

NLRCAEFEETIL. BB R OREMREZRICINZ, RYRT /077 —UFMHILERBESH LE S
DFERZEFS . ADA2RIBIE TlE, MEREICIDMEBRCHIFES. HNEE. BBFFERICILIBTESR
EDREEEHLFETFRTHD, THILT 4 I T4 —)VEERETIE, BRUME. TANA. BEEE
BHREBOEOFEFRTHD, WTIDERELEEORENFHEL. ETEORBRESTEHRET S
OEEICEDIFEERNEILT D, A20 NTORLEFEEICHI-D2EFRED-HICEEDETFNE
[FEFSND ARENHITIIRERICL DB NES. BEEREKREICIDSHBES. VETID.F
F= O HIEBEHMICRABIRBIRENRESNTVS, 2L WThORBLEEEGEFORECEER
BOEIMNSENEL, REMGTFRICEFHAGHIDFET 5.

O EHDHFECHELEHE

1.

BEM(SHTEEERSHETRBEL
100 AR (F R THRAEBIDFET 5. )
RO

5

. HRBEEERAE

REEL (WTHEREREDH)
REPDEE
DEGEEMERETHY., ETHEORBEZTEERT=H,)
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5. RMRE%E
HY (BRICE>TERRBIN-ZEEERHY, )
6. EEESE(EEMNZHANRET S, )
Barthel Index ZFLVT. 85 MU TERERET B,

AR BRERREL BSHELRBLTOBREBICHTD, BINERES OB RAEHER.
BEBRIE. SEELREICESBRA (S MEIET BH %R

FEREE ABKAZ BIEEA

FEAEE REAY BT

FEHEE BEXY AABR
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<BMEE>

1)NLRC4 EEEDZMEZE
Definite, Probable Zxf&R &9 5,

A. JEIR
DAL, ERBHRES
Q%

QFitd 2 THZE DG RAEIR

B. REMR
DO RERT R G
@iniE IL-18 B
Qv ynI7—E ML AEIEEE

C. BEzFMRE
NLRC4 BIGFITKREREEEZEEREENH D,

<gEohTI)—>
Definite: AM2IBH LI E+BM2IBH LI E+CEiEH=TED
Probable:
(MAQ2IBBLULE+BD1EB+CEHEE=TID
(2)ADO1IHBE+BO2IHB LU E+CEHB-TID
(3)AD1IEER+BND1ER+CE®/E-TED

<ZEMR>
Yl A
LD EEREMRE. S HREFHHRMEM R, BERRE. MERBEER. VUT BRRFRES.
REMEMBKE B 2/ HREIREE , X EHHME ) 2/ BIEEEZ PRIV T B,
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2) ADA2 RIBfE DS ELHE
Definite, Probable =X & &9 5,

A. fEIK
DRYRY FE
EREROLA/— R E DB AR
QRFECENLE OMFREIR

B. REMR
OEGRE Bl (B mH) EEOCHIREDEFE
QEBRE  MERDFE
QADA2 SEMRE : M#Frh ADA2 BEREMDBASNZET

C. BzFMIRE
ADAZ BILFITHRER A EREZRERERIIEEUATOEETRD S,

<gWohTIy—>
Definite: AD1IEB +BDEIEBQ+BRFE-FCOVNT A ERB-TLD
Probable: A 1IEE +BRFE-(ZCOWLThhZiFEm-T+D

<BEFR>
VIR
oD BB SRS, £ SRE BRI WERRERUA—F oo ME BRBIRALE D3
BEENERERRERINT B,
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) IHIT AT T4I—IVEZBEOZEEE
Definite, Probable Zxf&R &9 5,

A. JEIR
O FRAER (BRI . FE:E% . EITED/NGEE., &%)
QR SMEIR (FEAEL, FFIREE. EEHE D)

B. REMR
OHERERE(7~YD1EBELL)
7)) BERMAEEIE L (WBC=5/mme, @E L) 2/ BB L)
NEERPAE5—TJzA e LR (>61U/mL)
V)RR AR A T T EN (ERICKYDY A TEITERES)
QEBBREMR BEENE IR NEIC&HEEMELERRO

C. BzFHRE
TREX1. RNASEHZ2B, RNASEH2C, RNASEH2A. SAMHD1. ADAR. IFIH1, LSM11, RNU7-1 % D& BIR HiE
BFOVTNANNIRERELZEERDD,

<gEohTI)—>
Definite: ADD+BDOEKUBO+COLT M T 1D
Probable:
(HAD1EER+BQ+CoLThh #E=TE10
2)ADD+BOHE LU B ZEimt=dH£D

<ZEMR>
Yl A
fhD HEREMKRE. S HREFHHEMRAEN . BERRE. UV TF BRRBEEE. CMV-RAS - b
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ZEEH D, T KBIRFFAET N 20% 2 E I, BIEFERD 15%EEDEFITESD,

50%EDEEFICHILENRIET . TOVRVEMELELICER TS, ENMEHRMEICKYF
FELTLVBHEEITIE, BEARI BMTETT S,

O EHOHEIIHELESE
1. BER(SNREEERZHRELNRREER
100 AR
2. RROWE
TH
3. MWRMEERAE
REEL (REREBEERZN, MR DEHHEICKHT DXHERE. )
4. REIOEE
HE (REREERGEXILBET S.)
5. FMEE
HY (ZREROZHMEEHY, )
6. EEENEE
1. INRBI(18 F Ki)
INRIRHRROIKEDEEICET S,
2. BBl
HRXEMERELHY . BEVAE-FMICE>THNYHA R FETI ELLEIZZYTIHE

O fERiZMHT
FEEAMBBEERCLIREREDREBLESRERFREMN PS MAEICKHREREN - AERERRE]
HRARE iaﬁ?l‘iﬂk—?—ﬁ?}ﬁé‘l’iﬂ%ﬁﬁmﬁ HEHER LR ERE

DphREMREREDE S B - BT FRiR4t B 5%
PMRARE EBIRFERMRtUS— Rk WBHE

ME AR LE LML =S R IE AR B PRI D B2 B AE £ CRE 9 5 IR Y - IR RI4R 5T )
MRARE BEZZXRFEFMERELRF L F— HIR DGR
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<BHrE#E>
A. FEIR

AHNRHISDOBREE -EH K. FEREET. IRIEFREEIR : elfin face (KUL\NEIE E . BRI/, MERF
ER. BNIEFS-UEREE. 2IRILF (stellate iris)  $2%. EAER A ROAFR, TOBHNENLTHAELN
O, FL=-0%48) F-mab RS (KEIRF L EIR % . RIEEMEIRIERLGE) RABIMMEE -t =8
ISR, SME. MIEREEELE,

B. BZFHBRE
FREABRETEN BEFESLTO—T T, FISH JEIZKY 7911.23 IR KERDH B,

<BMOhTIY—>
Definite : ADJEIREEEERNH T, BER-TED,
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<EEEDE>
1. B A

TRICERHETIEENRET D,
EXRMNVEENHY . EWARE-FHICE>TEHNYHA ST EUEICZETSEA.

NYHA 4%

1E

DRBEHINZKFBICHIREGL,
BENGERFE TR . BiF. FFREY%. XEHHE
BibE () E £ LY,

BENMPEEOSEKIBOFRLDH D Ripkr X EEFERIITEER.
BEFEDIS., LEMENFEBIZ L BE LR, IESTLRE) TEF. B
. PIREZ. KaHdIIRLEME LT D,

I E

SEOQRKEBHOFRNH D REFFFICILBIER,
BEFEDIL ., BFHE BIZ I, FHBTEE) TRF . BiF. FREH. XMbH
BLEERE () EET %,

DREDE=HVHELSHREEELHIREN D,
DAEEROBDE (B8 NRHFICHEFET S
HIDNGRIKFBTINONIEET B,

NYHA: New York Heart Association

NYHA 3 EICDOWLTIE, LT DEIRESEICHIRT 52847 5,

NYHA 7348 BREEREN EABRRERE
(Specific Activity Scale; SAS) (peakVOy)
I 6METs K E HAEMBED 80% LU L
| 3.5~59METs E#EED 60~80%
1 2~34METs HIEED 40~60%
v 1~19METs LI F MEATTEEH BT
HEED 40%KH

MNYHA S FEICERFR (3G T 5 SAS [EALVAS,

[ERNIHIT2METs, BE ST 3.5METs, SUFRIE - ALY FRIZAMETs, 45~ 6METs, BEFR6~7METs]

EEBLEDERELTHEL.

2. INRBI(18 BRiE)
INRIEMHRFEDIREDIEEIZET S,
GAERDPTHIBERIIF2RELXH-TIHE,

FEoR A
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FE2HE | RODHILQFETOVNTNAMNROHLENTINDIE, Dffie ML EE (IRHEH M E
40mmHg LA L) . QR BIAREE S fE (A ZE—FMENAREEKZE 20mmHg LI E) . @2
ELULOBEFFER. @2ELULOF AR, OFEZE 20mmHg UL EDKED
ARIRS<E ., @DEHENIGE,. EEMEFR DEEER. DEAMSXIESE
BEIOvY QEEEHE 0.6 LLT. @D IZBEL 60%LL £, @EEZE 20mmHg
LLE D REBAREIRSCE

GBI EExEr@mEEsErENEat+HE)

MSWTEE K O EEFE OIS 3T 5 B A

1.

AW O D ERAER . BRAEFT SFICH LT, B IR BEOBUER 2 WEEIZiE, Wi
NORFHO L DEZHNTHE LI AR (720, YRFORE 2~ IRIERE TH - T, i
FRATRER & DIZIR D, ) o

. TRIRBIIARL I D EIEE P SEIC OV TR, U REFHE IO T CIREMTHIL TV 5 IREE

2T, HIT 6 2 H [H T b EVIREE %EEﬁﬁ\#ILﬁTé R BT

C B JEROBREN EROEIEESHE T EU LIEY LRWE TH D0, @R ER & k3

DT ENMEREDIZONTIR, ERERONSE T 5,
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60 BEARMAM

1. =

BETRMHAMNE, RELTALKFEDELHY . BRNMERRERTEETHD, MEKE
DIEHFLELTOMBREWS O IFTIEAL, BESITIEE M m/MrED 12 (F TR MEREIIIE
BEWNSIELH D, ZHDE-OIZIE. thDEEBICKSAMBKBDEFRNTILELNDH D, 4F
[CEEmMHROOLIVERIL. BHERBIEIRE (MDS) DFRILEE M (FAB 7748 THb, B
RENREFMEFICE S TRIS TSI LETT REMREATS OE VR E O mEk
(PNH 24T MEK) 4° HLA 75X 1 PUIILRAMERAMEH EINSIHEICIETBETRR B M EFEE
M 5o EMTES,

2. RAE

EMmEMENRD YT HEFEL T, REFHIHFICEDEMFMROEGE SEMFMERE S
NDEMEEDZONEREZZAON TS, RRMEBEFRMEE MO RS (LEMERMHERE
BIRMICEE T D TUNRKRE, TNITH>TEASNSEMINFIES A AL VITKOTHRIET
2o ESG . T UV /EKICLDEMEBHBDIEEERRT SRR GEHAZIONDOHHMN. T
NERDERELGDBEEHRREFELRESN TG,

3. fEK
(ME MR

BEETRR. BUN. BiE. HFV. BEFR. BE,
(2)H &M

BB mR I, &, WP, EBAE FAEFI TIAREL M. B, JHik
EHim, R ntAoND,
(BVREFAEIR

EEGITIE. FBRIKBEDITHESIBRICI>TRENALND,

4. BEE
XEHERE

B2EOBEERICECLT ATIOEVE7e/d BBEULICHIFT SL5ICAMBRERE M
KEHBIMT 5, iFHREREA 500/ul KRB TREEZHHELTVDHEITT FHIKOO=—FIHK
EF (G-CSF) ##& 595, M/MREMNSF/ 1 | BIEGEVLENLUTIZIETL, HiltERNE
LLMBEICITEELRHMERE T /AEeEAH S0 T, HIERF & AND T By BO72 1 /)N i #6 M 2
5. BH. RBPREEFZEHLTVSSESIEHIERAEET SIEAZLDO T, M/MRER
Z1~27/u | LEICRDESICEHEMICI/MREMZE T,
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SEE D FMEREM D= METTFh 1,000ng/ml ZHBZ BH112%F L TIXEM % 85 B EIGE
L BIEBREELERTA-0T ISV REZEE5T S,

EmEEZEBEL-AE

OfENHRE. QFEBRMERTASNRE. OFAVRKRIFUZBEEEZE (TPO-RA) . @
E MR IENH S,
Stage1 B U\ Stage2a [ZXt T B8E

M/NRAN 10 B/ ¢ | REDOEEEFH-TIHEITIL, 3.5 mg/ke/ BRI DT VORK) > ZFtA

L. M/MROEFRMERDIEMNAONGEONEINERET S5, BETEHEMDZHEESE
M- IHETH M/MRA 10 B/ ¢ | LEDBIEREREICKSIBTHTLTIIGIV =0, #E
BETRBZHEIHN. EHRIERTAAMRONREH D, 8 BRLUESIVARKRYUZEZESLT
LRENAHONT | MBKEAD N ETTHIHEIZIL. Stage 2b LU LDBEASFICELTAEET S,
MkiE D DETHENMGEE L, BARTRBZHET 55 . TPO-RA F-EFERAREARATOA
FDMREHD,

Stage2bll LD EFEE THIMZNELT B3I HAHE

REMERMR DY T REI DT (D7 ATG) FzEE MR Y U XRESOT U (D
Y ATG) . VAR KRYUELUIZ TPO-RA(ZILAAV AR/ (EFOSTORF L) D 3 Flff
FREED. 40 HMARBT HLA —BEREZF T 563U TIXBEHBEEZITI. ATG £ VB RR
DU DBAICKY ., H6EID BB RMABELLLIETHET S, SSICTILAVKRNT E 4
AT 2LEDRNELS, FABEFREEMICHT ZIEMEER EHBIEEDRPETR
(X 70% LT THAHT=. Bt LR EINGIEEDEDFI RS,

ARG HIAE

SHOBARRY O ATG BNEM THOBEFREEMD 50%~80%(Z TPO-RA DI /LhOY
RATFEEIFOISTORFLNEST S, ChIZK-> T, EEITWMIKEFEENKELLED =5
O, EMBERF—D oD BBEIEFT S 5Z2B[EN>BEONGY DHINEFIN TS,

TH. FEEH CITERMEBICLITLEBEBEENHONST-0. FEk-RRBF R DB M
PREREENGLIMDS EOHEAIIERETHD, COT=HBEAEIIHEIIGCTRET b
ENHD, REREICED (REMFIEESNEOTV) BEALHNEIO DO HIEICH A6
HELNHIHREMRBELT.PNH 24/ TMER-HLA Y5R | UILRKMBRODEM, MiFOD KRR
IFUEME (320 pg/ml LA E) R ELHS,

5. %1%
MOTIEEEF D 50% N EELIAIZETETHESN TN =, IBETIE, REWHE. G-CSF,
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M/NMREIMZGE DX FRENFEEL, RENGIEECEMBENRERRENCTHONELD
[CHot=1-  M7ED MM A ELLGEEDETHEL. OFIDBENRIPEFT HL51TH>TLVS,
f=12L. KRB SIFHERE A OIZEL, G-CSF 5% BIFHERMEMLELME D F % (XK
RELTARERTH D, -, RENGIFEERZOBEFICEVTL. BEFRHEOABHRLIZY.,
MDS %> PNH IZ#1TL1=U T 5HIHH 5=, Chodlfailure IGKREEGFENFoNEBID
& 50%55ThHhd. —HDEEFCRERRARBEEBL BT RENMFFREIZL>TH
WELT . NG MEBRE M - M/NMREMABELLG> T A, RIETIE. ShoDFHDF
FEHMTPO-RAIZKH>THET HL3ITHH TS, FRMBREMMNE ELDEBERF - DAE-BF
BEEGEDANEIOI—LADERNENS, T, REAHREICKVRELE-RALEFH
D#33%H MDS. ZD—FA 2B M A MMKICIHEITL. $95%H PNH (28179 5,

O EH-HIEICHELEIE

1. BER (SN 3 FEERSBEIREER)
8,348 A

2. RIBDIE
FHGENSHMAEHRNITEETS T UV BRMEALADERICE>THEINDEELD
nas. ZOEREEFH, )

3. MBMIAE S E
REEN (RIFEE. RENSIEE. BARMLRTOA/REE. TPO-RA, & MM HER L
W$HHH%. EMBHIEEEE T S EEEEIRMNICHR T 3R SIS TV, )

4. REDOESE
HE (B BRI 0O — SO % B 4RI E 8L -5l (L S A& IE| & E A TPO-RA (&> THE
9 EYIHL IR RS M - 0/ RE M ASKHE, )
HY (HRMIZLD)

6. EfEE N
BATRMANOEEELELALT, Stage2 A LERRET B,

O 1Rt
MRS mEEICBE v 5REM R
MRRERE BHRERXFE MR- BEAH &R =8HBF
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<EHREE>
BETRBEHAMOZIMESE
Definite Zxt& &35

A. MEHEEBERR
UTDIEEDIE., Vet 20%Fm=7,
DOANESTOEVEE :100g/d Kl Q1FHBK:1,500/ul FRiE Qm/Mk:10 B/ul Rk

B. BHREMR

LUTD1).2)0WFhmMDUEZRDD,

1) BHZFERAR (VOYMERZET, ) T ARMREFRANELTRED T H0, BLHGNGE
LERBEOBD L) NBRILEDQ LR H D, E MO ERKILIEE THLY,
2)BHAERA R CTEMMIEOBELINHS,

C. #iAIZH

RMEKE D DRE LD UT DEE

BHinfE. BREEMRERRE . BRERMEE. DHRMEEERBANEIOEVRE. ERFEKMER
. EOEREE. BEY /B, SHREEHIE. BHEETTERE FFEE. FIIRETERELGE).
£5MIT)TIN—T R MEERERE. BEELE,

<gZWohT3I)—>
Definite: A & B Zif=L. C &4 LI=£ D,

D. BELIDHREFMR

1) #8875 MER O 5k BB/ MR EN S DALY,

2) MERED LR EFAMBIEESREDIETHH S,

3) MIEHAD MRI TEMMABD D LEFEBOEME RIIMELH S,
4)PNH 24 THER AR I B,
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<EBEEEHFE> Stage2ll EEXHET S,
BETEMEMOEEERAE

Stage1 B}4E TRUNDIGE

Stage2 HFE TEDIBEEHDIH2IEFLUEZFEL.
YFHREK:1,000/pl Kk
[/ AR :50,000/pl i
7R MEK : 60,000/pl i
Stage 2—a FMBKEMENELLLZLED,
Stage 2—b FMBREMEFXRELT SN, TOHEETEA 2 BARBEDOLD,

Stage3 PAYEE TELDIEEDS>H2IHB LI EZHE-L. EHNGEHIZLELT D
47 ehER:1,000/ul K
/MR :50,000/pl i
AR IMEBK : 60,000/ul K

Stage4 EIE TROIEHDIL2IBE U EZH-T
§FehER 500/l KiH
/MR : 20,000/pl K
AR IMEBK : 40,000/ul K

Stage5 FEHE FPIEKOD 200/p KFHZIMA T, FEED2IBEHDSHL1BEHUEEZH-T
m/v#® - 20,000/pl ki
# Mk - 20,000/ul FKii

F) B GEmEE. B A 2BM U EOFRMBKB MO BELERZLD,

WA N OV EIEE B OIS 5 B
1. ﬁ%%mpﬁwé%ffﬁ:@ﬁﬁﬁ (2B LT, BWrEYE BIZReBE D BUE DN T2 WA
ZiE, WIFNORHO S OEZHWTH AL X R0 (272 L, M3 ORI %~ 7

ﬁ% FCThH o T, WA BDIZRD, ),

2. TRMBIATR ISR D EEEEIC OV I, YR EREE O T CIRRMTbT
WAHIREETH - T, Ek6ﬂﬂﬁfw%ﬁw% BA RV 2 2 & &7 5,

3. 7B, EROBEN FEROBEEE ST ELU EICRY LW ETH LM, MR E
WA T D 2 EDNMBER L DIZONWTIE, EREROXSET D,
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61 BE®REMAMERM

1. HIE
BEREMAMMEEM(AHA) (X, FIXKEEORRERIGTSEEMAENEESN IERARE
DFER. FOKRNMEEZZ T, FOEROFEGHNAZLEMR (M) L. AOEXIHKETHD. BEhK
DHBRIZ DN SBEDFMIEVETHADE AN EL, BRREE - FPEOETHLEHREICECTIYE
HIREELIERIND, BECHADOHEBRERERLTIN. ADOHR. BERNREBE TRFHTE
BRAGERANATELGIHHELORELZAET S, BEENKROFNEKEEORBEREICLIVERE
ARD AHA IZH5ESN S,

2. &R
BERERROBILICE, BROEELSERDKALHFERBBOERAZZLNEA. TNTH
DFMILEERATH D, BIKTE, AHA [2HETHECRERRDAILIIREEREEGHIER. IR
BRERSEHICRAEOTELLIZEFHDBRETHAILEBRLTHDAZALEEZILNSD, EDHT,
BE RETFE. REROERHA. RILVEVRE., B BECENREDOHILLFRICEASTHEERL
nd,

3. fEK

(BX AHA--ERIRB I ZHREICEL AFICRBRETERRA. £ 5FEH. D -2, FRER, ZHE
BEHSITEDHY ATV AEVROZROLZZEALGD, EERDARSICITB MO EITRE . (LAt
e BERERELENEET L, RESNTELNBILEVILEHD. BEDLIFIFILFEIZH., AR
[CIZ BRI B L= HRE TV NFEXIEENTH S, REOAIE(L 32~48%, $FFK M
INRB A EBS (TP) 2 &6t 5158 E T 7 R (Evans) FEIRBF LI,

AR AIHA TlE. BREICEIEERI—LRRBHIRED LN H D (V—LRIZH AIHA) , CDIHE.
HRBREZRV—LRABRBEREETHNIEL, TILHTLEI—LRARRETOIERHEBREN LN S, F-. B
EFRMERKERERT OB CRALTHEEI —LRXHBCTIHIAT AL TES, BEFMEKIES 16G DFE
E(7A—Y A RAN)—ER RIA )P IgA/IgM [2x T 29— LRHBREZHICERATHS.

(2)EAREFRIE (CAD) - BERRER (LB MERBREREZTICKEEDON DL, HFHREEHE CAD DFIE
[EBITHENZUBMAMA T AN, BEARBICIIBAMNERELERDILEH D, BREZDMER
LT EERG-RR-BENOF7/—€. BRERE . LA/—BRRLGENHLNS, KEDRIKERE
RHEH. TRERIEFENTH S,

RRIEHEEAANEY OEVRIE (PCH) - ETIEH T MIPNROREL B EL RN DR ERENE-
TW%, LRTEKRoN-HBHEHOERFTIE. EARENBFOREOFELLGY . FEEREMEO M
ERNBMENEIOEVRERT , RIBDET. AKDERALKE - FRVNVEEIZL>TEFERINS,
EABRBNOHS ~HEFEERIC. BEE. MkE. BE. B85, B, THA. B2RICONT, BEL
REEHD,
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4. Ak
BHRMEDRER AHA DBETHE., BIBRERATOARE, fElEM. RENFHEN=AETHY. TOILET
REXTAMRENE1ERTH S, BAGIDOZLLIEEREBELLID T, [FLHIEEHH, A LU L OB EER
ELTREZHIET 5, TOROBBICE >TEHEMLBVOUEHRANMEETILELELD, 2/3BIRDHE
B eREINHZED, BIEREXRTAMREOFRFEZHSEMTRATLIONRETHS, BOAFHKMED 80
~90%(ERTOAREBMTEENARELE X 5N D, CAD RU PCH DRAAEEIEHL RENREER
I T#H %, CAD DFMICK LT, #fK Cls (R T BHAR (AT LU D) BRAFESN . B MIC T 2INH B RHRS
NTVW%. BX - AXECREAEZEUVFII)) DFRAREIRESN TS,

5. %t

ROBEELD, NEORBREFIL2HELNZ L ERX AIHA TEREBOLRVMFRFITIEAREICKY
1.5 FFETIZ 40%DEEHITY— LR (Coombs) SHERDIZHIALAALND, FFFHME AIHA DEMFEIE. 5
FTH 80%. 10 £TH 70%DEFETHLHN . SMETEFETRTHD, BEERFTHM CAD TR
%2~3EDOFBTHERLERLLGWL, Yo/ BREMERICHRR T ILOEEBERICI>TTFRIEER
M. COBETLAONEEDORILELGLIEEDEN NEDRERERMED PCH [EREMSHBLL
LEBGETHRYT 5, BONVBMICKSEELELRLERRINIE—RICFREIBRIFTHY. EHIEOER
FHBHEIEIILN,

O EHOHEICHELBIE |
1. BER(SH I EENERZHRETREER
1,178 A
2. RIADIEHE
B (BB REFHEEENSTEREND, )
3. MRMIABRAE
RHEST RARIABERSL, )

4. R DEE
WE(BABRDOFEZLEDSEEHY,)

5. A%
HY (ARIHERDZEELEHY . )

6. EEEENE
HRIER D B EREMBMEE M (AIHA) DEFEESEICE T, StageSLLLZEREBAD AR
ET %

O fAERiEMHT
MR EMEECRT AEMEI
HRARE BHEMNKE OR-BERE iR =8 HF
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<EEREE>
Definite ZXR&ET D,

A EIMEE M CX) DBEEEEE=T,

B. REMER
UTD1XIE2%#H =7,
1. REBERMEICKDIERI—LARRLEETHS,
2. D—LARAEREMHITE, FMEKFES 16G SE (TA—HYARAN)—(FCM) L, RIA JEIZTEMH) .
FCM%: HubAT 16 EHRHAAREZE | EEEHFH:5.5-16.0
RIAL: hybA 7T FRMNBRET-Y 785 IgG 73 F. FEEEFH: 20-46

C. BRIk
FEiEAEEAMEEN (FESHMm. HFEIRAMMEES) RUEFRRME GEMESM4EE Mm

<zZWoHhTI)—>
Definite:A & B Zi&1=L. ™D C #&4L=-t+ D,

(X)AMmEBE MO ELE
TRD1&E2%FE =L, 3ERINLI=LD,
1. BRERATR
BIMEHEEEZRDD,
2. REMR UTE6HEBEMSHL4EEULEDHD,
DAESOEVEEET
2)#@ 7k M Bk i hn
MEMBEVILEVELR
AR -ERoOE ) RS M
) M;E NI REAERT
6) & IR SF kg M
3. HERlKRE
ERFERMEEM. BRHEMBEERE. FEMRE. EXMEFLEKR R E M A M (congenital
dyserythropoietic anemia) , FFREERE . KB EE,

D. ™A 4E
EROBHOHTT—ICk>TAHAL ST 21, SICHAMBE SHAO RS EEEEICE-T, R
X @B1C)DNE AR (4C)D2)RUIIZR AT B,
NEX B REEAMMHE CEXAHA)
ERERIRITIEFIZENKREZV FEMFBICKDEE I —LRXHERTleGD#H . XIEIgGLMAR 2 D&
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SNDZOMNRATHLH . HARRIELERARIMLMETOHEEDIELH D, ZHTE2). DR
ko THELY,

2)EmBREFRAE(CAD)
MEPICESRERMEOLFELHY . BERREICLSHBFODOBILPIERBTONALONS FERMF
[CKDEHEI—LARBTIXEARA I EESIND,

BFRIEMEAANES OE VU FRIE (PCH)
ANESOEVREHHEL, MFRIZZHERMR (FF—~ 52 R X451 F—(Donath-Landsteiner) i
) BEHENG FERMABICLSER)— LARBRTIIHEAEARS M EHENS,

UTIZE > TRBHSEERE N EFEITON BEHROFNRELGHDIE., RAELTEM TR EMEDAHAZ
MRET D,

A HEERRIIZEHAL6NAETITERET S,

1B HERBITZEHNL6M AL EEBEY 5,

Rt BRREBERDHEL,

RN RTRISMERH T IEREBZEDD,

E. 2EMR

1) BERICIEFMERDOREERT R BRRFMER, FRMBREEE) LS EITLD,

2) HREMEEXAHAICE RN /MR ERE (TP) NEHTE2EMNH D (T I 7o REER) . T1=.
EHRERMEOLREHSIEERIAOND,

3) EARKRETOAMIEMEERMEMET SLERST BAMETHBMERERTZENHD
(BEABESEERE) BEGEHR ERARERERV)—=UIDREDBEE. RUEEDY
WEARERLIFFHETESD,

4) EBERBICIZECRERE. VOTTFHERE. U/ BEEESER. RETDE. B, B&E (127
SRR VAN R)GEENEEND FRETRBDITThODEENEMHLTEIENDHY. TOBAT
BEHBORIRMSENNDS,

5) EFIEFMAEERTOMENCELAEERNEICLIEREI—LARBRIBELLELIOTEET S,
DEICITERRER@E. ERIFLEDOEE, FARFEERAOBRELGENSEITLED,
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<EBEEDE>
Stage3 LA LZFXTHRET S,

BofEMEFMMEED (AHA) DEEERE

stagel B JE EYREGLUICEHMELELLEL,

stage2 HESE EMEENDET AEJOEVEE 10g/dL LIE,

stage3 OVEE EWMEEFCFZHMOADET AEIOEVEE 7~10g/dL,

stage4d E JE EUVRESIVCHMADET AETITOEVEE 7g/dl R,

W EYE K OVESEFE S OIS T 31T 5 g

1. WA ZWICHW D EERER, AR RS L T, 2R RICRBOBEDR RWGEITIE, W
NOFEO L DOEHNTHE LI X2\ (72720, SRR o 2 R iERIERE Th - T, il
RAREZR L DIZIR D, ),

2. 1BIRBAARIC RIS 2 HAEE A EIC OV CIE, MU R EZNEEO F CIHREBIThIL TV DIRETSH
ST, HIL 62 HMTRGEWVIREAEMIHET 228 L35,

3. 2B, SERORREN FEROEEE DS C—EU LY LW ETH L0, mERERZ T 5
TENRER B DIZOWTIL, EREBROMNE LT 5,
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62 EMEMERBINEYS OEVRE

1. =

FIEMERBANES OE U FRIE (paroxysmal nocturnal hemoglobinuria, PNH) [, PIGAZ&T GPI 72 A
—ERKICEDSEGTFICEESF BN /0 HIHKU-ER. AN EHLENFL
FEMETHIEMBHINERETHL. BETFRHENZRKETIEOLRLEBELIELIEEGHH-EER
795, MARGEITAFBITIEENTIEHSHY. PNH [T EHIE S HHE TH S, PNH (&, BEFD 49(1974) &
[SAMMEEMAEFERBICIEESNCEITHEN., IEMFEBRELTRY LIFon ., AN E mAE
HREIPIR Z&HEH) ICL - THBMGMRLFRIESNT-, TS HIZES 40 FIThHT->TE
KM RICKYZEZE. RA. REE. ZW. JAE. FRULIRLVERICETIRAEARINERONTES:,

BT (RE2R) i . FREENEFICHAT M RIIOKBEMEIPNH BEFICHITIEKREEES
BREDBKLERAEIDT—2IkDE, 45.1 % (range: 10~86) TH 1=, BEREFFER S (L. 20~60
BRICZEARALGLRIET b0 FKBITIENEST BE VK., M4 &LV o7= PNH O & BEIAE K AV HT T
[CHPTULDIZHL, POTHITILLAEMRLERNEAXRTHS,

2. [RE
PNH FRMEKClE, FYAV IILRRIT7F D ILA /S b— )L (glycosyl phosphatidylinositol : GPI) Z 4L TH&
LICHETIHEOEBARIELTVD, HAFIHERLZEDLILEBD1DTHY PNH FRIMEKTR
MLTHY, BELGECLYFBAEINERILEN L HRDOKRELZZ T TALAEES, COREIL. GPI
DEEBEXET DELTTHD PICAELRTFHRENEREDHERE-LSNSIEMNALINIENT =, T
HHH,PNH (&, EMEHEOERTFICELLERICERT 50— MEETH D,

3. fEIK

AN EEOMERNAMEFTNIZHEIATITOEVR, MBE. BHAEESKEREL, TDHMHIZE.
fEfE. BT EE. BUMER2LLEDEHERETRT , ZWICIE. Z7B—H A bAN)—ZAL = PNH
AATMERDOREDNBETHD, EIC1AREOI+O—T YV ITRENERIND, EBIHLEEETH
Y REEEXVIVRATT  FTVATT)DEG. EIRFEOEERIZH->TIE. SELEMMOLEICER
EREITOVENHD,

ER 2 TIE. GPI 7Uoh—EBEU NV BOREBEFOESEEINNIE PNH EShHH, FIARR
DEAS M THELMEA PNH 44 T BRSO B 86T £ 4iE(subclinical PNH: PNHsc)ld. EREREI PNH &1
X719 %, PNHsc [& PNH TIEELAS, #ZBETRHIZPNH ([TBITTE2EDHD, CD=H. BHRTFE
BEHEEHBEITIE. BRI MDS FIZRLTRTOFICHLTEEETIA—H A RAN)—ZFTLN, PNH
BATMHKDERERANDIDLENH D,

4. BEE
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BHBEICIVEEI/O—VZHRL. EREIO—VICE - TEEMASEN . REDECAHE—DIR
KAEETHAHN ., PAREGEICEEIFLN, ChETI, M. RET HBMHFEE, EELAMBKIE LD
EZEYHEEFLGEITHITINTE R, LIzA T MERAFM, BRAFERUMAREH Y S 3HER
ENEREGD BMREEICHLTIE, BRREFOREDFRZRET HLEBIT BEICSLEIERE
ATAARIZRYBEMZEI SO—LT B, BRI B RICLDEEEZM LT 5-OE B8R DHF]
REEAYDD NI OELEERET 5, BEBMISHL TIE, #HAESH AT T HIRAE TS
ART . FTYRXTT o0\ T)AFEESN, Bl T 2RIFGIIFIZIRAREN TS, RS
TABITRLTIE BAREIRPITRHTHEEE (RT3 TI0) ~DYYEZ L D BFIZxT S
BEREAE V)OO LOE (BERA) BEAFREE G-, BT 2RI TIE. BAFRMEAEMIZELS-
BEREITON. BEEDBHAEEMHIEN S EHEERLEVHNARSN S, B THNERTE
THNEMISHLTIE, BENHNITEIMZETIN, KRS W TEEFRMBRE M IR LED
BTG, MREDFRHEREIZA/NN) 0D =07 VEF LM EEEITI. TVVAITRH
STVARITI& M FHHMRBLRSNTEY, 58, PNH DBEERBIRIERECELO>TIKHDERD
nd,

P&

PNH [$4B&6 TRIRICHESTL FOEEEZRELIZY  BOLAFGKELIZYT 5, BHEMEOETICED
RIMERE D CBEE Lz (1/4) EBRE (1/3) DNELRFEE LD, FRMARE LA DN DO, FKIZEHL
EHETITHEEIMEL(10%UT) . ENICHIMFE~DERIEHSNDS (3%) . RIE/ZEHHLORHAF
%1%, FHEFHRAD 32.1 £, 50%EFH 25 FTH>T=. PNH TIEBAREHENEIYFL LS DL
BO—DOTHAN. TOHEEIL. BRIEBHAEICKSES%TH oIz, THVAITHRSTVIITDEE
[Z&Y. SEREFENBET LI HFEIND,

O BEHDHFECHELEHE

1.

BEH (TSI FEEERZKREINREFER
#3959 A

- RRDHE

FEAGEMEHIRED PIGAZEL GPI 7o h—EARICEDLSEGEFEENTEIN TS, )

- IREERERAE

REEIL (B REBAE LM R RED G MEREICEE T D)

. REOEE

WEGETTIE. B &RMmBKE A BELERAH R, )

HY ARV L DHZMEZEE)

6. EEENE

MRV ATBAMARICESW-EEENFIZAV. PHEEULERNRET S,

O 1AM
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MFREENEEICET SAEMEI
PMRARKKRE RRAZE/ME-BERAR iR RN EX
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<EOBREZE>
Definite 23R &9 5,

A BREmMR
LUTD1)MhD2)&#T-7,
DFYAVNWKRRITZFOILA /T b—)L(GPD) 7o h—RIEEH D RIBFRMEBR (PNH 24 T FRIMER) D&
HEEZITHULT, PNH 247 FRinsk (11 B+ 2) AA1% L L,
2) ;% LDH fEAIEE ERD 1.5 fFLL L,

<zZWoHhTI)—>
Definite: A Ziill=9 £ D,

D. #HBMREMR
UTOREMREMNLIELEHSNS,
1) BmkUBME, m/MROED
2) FoATRELTIE, fiE LDH fE L F . @R mekigm. MEEYILEVELR. mEFNTNOEVE
BTHASECG5,
3) REBDODAESTOEVE M. RIEBONEDS TGN
4) WFHRERTIAIRRI7RA—ERI7ET ., FOKT7EFIILIVOIRXT—EET
5) BEERFEIEM(BHILBEEASVIERBLHD, )
6) Ham (B&ME L IMLEA M) SAERES 14 F 1= (X0 HEK KBRS 1
7) BEEI—LRRERAFEMX
MEEI—LARERIEL, TH/VARITFRFSTIXRTHREPOEELCECRESZNEE ME S 6
L7=PNH B& TGS ELGEIENH S,

E.S&/MR
1) BHRER. BHER. LEAREZICI S TTERESBELTON LT LEVNT NN ET S
(T30,
(1) 8/ PNH
()BT £E PNH
(3)EEE! PNH3X
YGEEE! PNH &3, HEA PNH EBHA2E PNH OmEBEOHEERREAY. WThoEHE
FT+AT. WIFNADHEITEELZYTAHSICERMICALS,
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<EBEEESE>
PEEULZERRET D,

BIATRICE DWWV -EEENEE

X1
X2

%3
X4
%5
X6

A UTOWThhEBHd

i
SRR | FEBISRNRE2ERDS

EE UTOWThhEBHd

il

BERMX3, £IXEEMICHEBEMAES OEVREZRDHY
EEIAMBIEXR2ERYRY

-EHMGRIEVRELT HXA
BIMIZHES LT OERES - K

-MRFEF-IETDEREEZE T 5 (IEiRE ST X5)

-EMARELGEREE

CEERARES: AREEINRET. AIRELELT HMEHNECHRTES
(WG T~ 8 . T~ ERI%#)

- fh= I EE %6

hEERMOE %L, M LDH [BTER ERD3~5ERE

BIMFEEET, REEMANES OEVREDHZIREERT,

BFICEITEITT ~2EFBE., HEEFEFNULFIET,

SEARMOBRIE., ;5 LDH {ETIE® LRND8~10 (S12E

EEAR R MEREIE S8 A 2B ML EOBMIARELREEFIET,

RIS AMBE. MREDYRYEEHB-0. BELLTIES,
BODAT—TILREICT. ZHMENLTO T B BIAREH 25mmHg UL E

KW HE N OVEE FE A3 B DTS2 36 1T % B B IR

. IRAZWNIC WD EEEAEIR., AT RAICE L €. WA FICBEROBREN WA, Wi

NORFHOLDEZHNTHE L AR (220, YRMNORHEZ ST IRKERE TH - T,
PAREZR B DIZIR D, ) &

- AREREBIRRRIC BT D EIEE BSOSOV TR, WEIREZNEHO T TRIEMTOIL TV HIRETH

2T, EHIL6 AR TR EVIREBZ EMIS 5 2 & &35,
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3. B, EROREN LR OBEELESIEE T EU LEIZEY LR WETH DL, B ER A k4
D ERNEREDIZHONTIR, EEEROXIG LT 5,
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63 G /MR A E

1. &

Fo & 4 M /MRB AME (immune thrombocytopenia, ITP) (&, M/MRIZERICK T B2 RAMFEIRL.
M/MRICEEE T HHER. FELTERBICS TARANRMETOM/NMROBEEANTTEL ., IM/MREDE K
TECREMERETH D, (K. HFREML/NMURDE LB EFENTOERRICHET S,  BELD
HIMEREET S, BE. FOEk, BOXRRICEEZRDT . BERTOERKELRDETLRONSG
W ITP DEEIES TERAZIHNEARTHY . I/MRBDEL-LF EBERES. ZROBE5ERNT
BPILENH D, MBS EF. M/RE 10 B/uL RiEZESY . BE T ITP [SHEW T/ MREFIRTT
EDAHELY | M/MREEDNMFISNTODIEMNBALHZEIN TS, I/MRE AL BB IR
LIEEL. M/MMROEEEEZSISEILTWSEEZLND,

2. [RE
RRIETHATHY . AEEEF ILBASHITSNTUVEN, /MR ITP TIEDAIILABRRE O TR EEZ L
TERELTEIDEELH D,

3. fER

INBITP TlE. DAL RABEENZLDIHZERITL. RRICRELEENSEMNADORBICTERART
BHIENZL RBICIUV/MRABAL T BIHEICIE. HIERIEETHHIEN S, — A I/MREAH
BRICEDLL HEERBROL6MN AL, ERICHIZ>TEMENIZHEGKET 258 (. RERHN AL
ERZL, BERERKIFHMAERKRTHY . TELTRTHMD (RKEHIOXIEER) #3205, mALN, S5
M, T, MR, ESRENGELRIVED, S50 E MERIEAISFERINGGEILHIEN S B
BHAIZE->THIMLAAT LY, —ARRIICH B A BRSNS D&, M/MRESH /UL LT THD, M
INREATB~2F/uL UTICETS 4L OFREN, SHfl, T, MK, ESRNELLGEDEEL
HMERNEHRT S, CNoDEREELIGEFARDO L BIBREXRTACMRPHYZI/OT)VRE
FRIZA ., I/MREMEEET 5, — A, BEICLOTIEM/MRIB /WL LT TH-TH, BEDH MIE
LN ESLUVEFIBHY . COEEFNETORETES THA,

4. jaEik

ERVENEEDSEE. FTRERELZITIEEZHRELTWS, —A. REFEOHRDOLNEE L
EQUREREEETE. F—EREFRBIBERERTAMN LS, BIBRERXTOSRIEHARIZH 500
IMROERSLUVIV/NMRBE S RADEEZINGHT 5,

HAEZEMNALLRBL, ATAAROHFEICTM/IMREMHIFTELUER . RTO/FORIERH
TAECAE B EFEBAM IR EE TS, BN EDOR. ATAO/FENE CTEBINEZ LE#THI5HE
[CIERAVARRIF U SRR EBEDEIS 1D,

ZTOMDBEELTIE, AT AT REFTEEE—BETEHINEERICM/MREDOEMA
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HfFSh . SR FWNER., 25R, EEGHMNEGERIICTI/MUEMALERICIIERTHS. EE
HHOAEDHONDHECEM/MMrEamLE RSN,

SHIZ TP MBRETOILICHETLERDBER. BRGENZESCEIIH D RORIERDERH
B, M/MREZE3T /UL U EICHRFT ADICLERGR/IRORFEDERICEDEINETHIHEEMA
ITPBEDSBA AR TIIHEL TS,

5. %t

INRITP T KE A A6 A LRICERICI/MRENEEICRAZEN S BEILTEHEDIE 10%
BE., AR ITP TIE. 8 20% 3B RERTOSMRTAENAFINLGD, ZIREIBTEERTOA
FEFHETHY . RATAMFZRET HEM/MRBDBDLLTLEI O RADXTOAMRABENRBELLD,
BRI RY. ITP D 60% AR TAAFZLTHIM/PREN 10 B /uL LU EEHIFTED LIS 1L %
NTERY DS ~20%ILABICERME (HHOITEAM) T, HMICH T IBRELEENLE, /MR
BABH/UL ULEEHFTENIL. MG ENERLTRET HH(EENTHY . EELL MK /MR
3B /UL REDIEFIZRoNDTENH D (ZLIX1H/uL REDEH) o

O EHHEIHELSHE

1.

BEY (K 25 FEERZIGEILRFER
24,956 A

- RROBEE

B

. IRBRRERAE

RMESL (BLIEATAAMKEM)

. REOEE

DE(ZFIRADATOMERNDE,)

HY (BITORERBARMAEEODEEEEZMHERILCTHED

 EEESRE

MEYID ITP DEAEE 7 FEEFHLVT Stagell U EERFRET D,

O 1AM
M sk E R EEICR I SREHZ]
MERKRE ERARFXFREERRFRETARE &R KRTRETF
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<BHEE>

1. BRER-EFHRR
MR AH S o H MK (L EBE (R M R OB ) M E T, At ., SHim, T, miR. A
BEZHELRONS, BEHMITEREROLV, HIEREEELTOGROLA /MR ZHERESh, 2
2IHIEEHD,

2. BEMR
(1R Mm%
O/ iE
M/ R100,000/uLEA R, EENMEKEL D L (T M/MRURDICEET 5,
QMR U BMEKIEE, BELEICEER., LECROMFEHRZEBLEF L. F-EEOBMEK
BEERTENH D,
(2)FHE
OEHEZBRILEELZOLEMN
E#EKTM/NRITEREREDDZLY,
QFFHEELVENEROM R T E. IEELLICES
SAMIEKIRIFEKLE (M/ELL) [(FEEE T, 2ARELTEHBREZT 5,
Q)REFHEE
M/MMREEEHERET AT UG(PAIGG) EE. LEICEEZROLTNIELHY. fthh . REEL/RE
DI LS D I/ MR EIZE WD THEBMETRLY S,

3. M/MRIBADZERZLIDBZREBEBETED. X

4. 1 RU2DFHERA . SHICSDEGER-E (EREEM/NMRUBEDDEWET T BROIVZEIZH =0T
(&, M/MREFRDEEBNSEIGDHIENH S

X/ D E RS DR E

BAETRMEN, BHEMBERE. SR, i/ HEERBR . ZHICE S M/MRE LD
fiE . BEAR. i) VI EIM MRS, I/MRBRADZE-TERMEEER. FEZE. HIVEREAE ., EHIX (LK
FHEES . REMRELARRKIE. 25T TIM—T X BHEYU/[E, BHEER. BEEOLERN
SEEEIERE . IRASRETTESE. ERFERMEA M, BIE. ##%E. YILO/F— X MEELGELH D, B
FREICDOVTIE BHITNED DA IVRERERERL A I RETOFUBBRICEC- /MR T RE
HEm/NMRBAMEICE DS,

FEXRMEMmM/NREDEELTIE, NJLF—)L - R—1) I (Bernard-Soulier) FEIEEE . D XYk -A LRy
F (Wiskott—Aldrich) FEIEEE . A1 -~ (May—Hegglin) SE{ZRE. AH/\w/\- A1)k (Kasabach—Merritt)
R ENH D,
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<sgkohTI)—>
Definite 1: R{EMEZE TM/MRAY 100,000/ul LT Tii D MERIZEE AL, M/MRBADEETOEEN

E TR A

Definite 2: RIHMARZE TI/MRAS 100,000/uL LI F T, D MEKICE T OEELH S (FRMERDAZRE, B MER
DRZEEE =1L MCV., BB E D IFHIRH D NI /KRB EENH D) D, BHRECEEMBE-
(£ MDS TRHONEEEARENZOOLNT ., M/IMREDERT DR ENE TR A

5. 5EFF1E
1. ERRUUMR
A, mnfEIK
M MGERHY . AL IR UTHMGER | (FERE REHRA B LT LA,
B. R#§MmAT R
o HmMEKMEEEHYIHAVEIFOHRBEEESLY IOFHEIE. AR, BHENBEIRE

(MDS) BRI D - B HEREZRD D,

M mEkER 1AS 3,000/uL KiFH DB EHSDUNE 10,000/uL LLEDIBAEF. AMBECBEEFRBHEER
Mm&H 5L\ MDS SR D= BHREZRD B,

TMCV (T MERARE) 1A, 110 L EDBEIFBHBREEZRD D,

Fi/NREIE, 10 B/uL LR ITP BBED - DI EHETH 5.

M MERS B | THFHERAY 30%KRiEmHDLNE) 2/ SBRH 50% LU EDIFE L. BHREEZRD
%,

C. ZDh. SELLGLHREMR

Z0Hh. $FLLHREIFREMEI/NMRBAME (TP) BE ICHEDBRE TIEEL, BEKEDL

THAX(EREETH>TEREA LT S HRIU/Mr B S HARE. @IRM/NMREE, FOVRR

IFUEF. WThELRIZEANDBRETHY . ZLDOERTERIIRETHH-0)

> THR/MEBECRAREILNBEDISEIL. TP OAEEMEAERICEL, BEDIEEE
TP 2B ETCEHVDTREAET B,

> TRRIU/MREEZE IDNSEDISESIEL. TP OEEENE L, EEDISEL TP 8 E TSR
WD TRERET S,

> ThAUARRIFUEIE. BE. EEELLTHOTELREAM LT D,

> THBs iRl TH1 HCV K I B D ZE . HAIZHDIBEBTHELELEAN TESHLL TS
BRIFRERALET S,

> IAyansa-E0EI. BE. BENTATLRERET S,

MERREI DV TIEREFRLGE LKV ARMBBOERBRBMMEELLLIENHID

T, AMRBAOCERRBAEETH>TH TP BEAET S,

MEHATRITERMBENAFELTCLSEEERETELL,

BEHEEARERRIZSTMDS TLIELIEFRDONSEEBEKEE (59-. -7, +8, 209-) 7%

EEBHDEEIL BETELLY,

2. #ERIZH
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BRI ZEDIETIERN TELW I ERH SN TSI, ITP EEBETELLY,
3. WAEFTOARE
GABROBFE ] TERELAEIX. ITP REQHIMME &IELEL,
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<EEERE>
EFEE T Stagell L EEZX R ET D,

(/M)
GEEm/N R D EEEEREAE
e K I1E K
m/iREk '
# E IR BETFHmY | hpEH e EfEHM*
(x10%/pL) |
_.ss. <o |t 14 v
2= <5 I I v Vv
<2 I1I v v Vv
%1 FRTHMM: sk, 5. BRREm
*2 MIEHMm:HRED, XM, Fi, MR, BFBEHE
*3 EMEHM-EHMEENTBROIHAMEMOCEFEEHIEEHMAGE
WL E N OVERE S S FE O T A EFIA

HE FICEFBROREN 2 WEAIZIE, W

1. R4 ZWN S D BRIAREIR *ﬁﬁ%ﬁ%ﬂlﬁﬁbf WAk
LRI Ot 2z 7 IRRAEIRSE Tdh - T, i

MO OLDEHNTH ALK (727210
RATREARR B DIZIR D, ),

2. IREBIARIZ T HEIEE SISOV TR, MUREZEEO T CTIRENMTHhIL TV SRR
ST, [T 6 7 H M Thed VIR %l:Efﬁz’P#l Wri o2& &%,

3. pB JEROREN FRROBREEDAE T—EL LICZE LRWE TH L0, @mERER kT 5
ZEPRER L DIZHONWTIL, ERERONG LTS,

'EMH _Cn
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283 ZRRMIRFEKEB

1. 1 E
FFRBIEREERHEMNEMFROROZRRVERFAFEROZREZIFHRET HERETHY.
RRIEZHTHD FFERBORBEDFEELTRE EREEEREIZHITON ., BREIXERKRZ B,
LaM LIRS,

2. [RA
BRUEBUERFRBIFETHETELVVEREE, ERERBEZFATHIRAMRICHEEIND, iFkk
[ZIZRIRRAE . KERALY /B B IR OB /R EGED YV ARIES . BOREERE. EAIE. B
B, VML RABRIE. ABO TE & RESMEMEBIELESADS.

3. R
BRADGE . RFRBEZH N -HFATHRICEENEMNTHAEAZ L, BEERIZEMIZHES
LEBER, HiF. OFVVBRETHD,

4. Ak
REMEFHRERVBHREICKYRFRELSIH SN0, SHEEIP LGV LMOERIICESR
T5, BMASETCAHEEFICKEERZLTVWSEEICEFRORAMEEET S, RFRBLZHLT
o1 ABORBEREETV. ZTOHMBICKRREAZEZEZTI. FFRBELZEHLTHS 1M ALEEBL
THEMLNBARABERE T M OEBEBEDABRET O CTLANNRELLEWMEEICIE. REMFIEDME
RAEZEET S, FASNIRENHEIBNERERTAAR, PVARKR) Y DIOKRRITFIRGEETHD,
REIMFEED BEZLF MBS MIKFORBETHD,

5. %t
BRI EMESRAEMEIICLIEZARCINE, EFREFRFRBO TR 10 FAEFEF 95%.
IRIERSERFIRBEDOFAEFARM P REITE 12 £, KEH 2/ ERAMBIZHESFKRFEREDF A 10
FHEFRIL86%THD, THIERIIERLELEBRAETHD,
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O BE#DHIFEICHELEHE

1.

BER (TN I FEERZGELRFER

829 A

RmDHE

FHFEAN=XLELT BREFEE. 7ML BEEER )V \BKH IV THENRKICLSE
CRERFLENHEEINTIS, )

REBRTE

REE (AR FTRELUARIRIIFEILSN TLVELY, )

REDEE

DECAREDHICE VT ERMFRAOREGEL . BRAFIAFISHNOTIIFRMmERE M AN E)

HY (ARIHER DB ELEHY ., )

HEREMANMANDEEENEELHALT Stage3l LETRET S, F-F2L. EYEEEITHoTL
TAESOEVERE 10g/dL UL EDE (T HNET B,

O fAEiEHT
MERMEEmEEICET HAEMERI
HRARE BHEEMNKE OR-BEAH Bk =8HBF
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<BMEE>
R RMERRIERFERBODITEZE

VERKFFRELT,. EMEZTDEREFRDD, ZREEHOHMBEMRZERDEN, ERXRBIEELTTATEUER:
7599 77> (Diamond-Blackfan) A %Y. LIXFULIERERNRELERTEEZROD, BEREREELT
DEBIZHKIET S,

2)LLTOREMREZLTEDD,
(N IFANESTAEVRED 10.0g/dL KREDE M
(2) @I MLER AN 1 %R FET=(& 10,000/ 1 L K i
(3) BRETRFERHY5 %Ki

3) EMKBICIDGEEERE. UTOREFRRIIRAELTEETHS,
(1) BIMEREL
(2) /MR

4)1)~J)ITEO>THRFHRELZWL . RELHERAR - REM RICE o TERMRFERE R U R MR FIK
BEEBRNT 5,
(D ERERFHRB(FATEVR- TSI I770 BN E) BRI TED,
(DK ELE Y REICITB ORI RERHIEL, )
(2) EFIEEBRN TED (TVRARIFURE Tz=h 2 FTHFATID  AVZFTIRRRE),
() DA ILRBEEEAE (ER/NLARDA LR B19, HIV 13 &) BN TE D,
(4) MIRRIEZ RSN TED,
(5) BHEMBIE IR - EMBERLIRNTES,
() I\RIER (B /AR, B /EGE) ZBRNTES,
(N D EBEEEERNTESD,
(8)BIRR- U FIEHERELERINTED,
(9) EWRZEBRSN TE= D,
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<EEEDE>

Stage3LULERHRET B, F-1ZL. EMEEZITOTLWTAES BEVEE 10g/dL L EDFEITHRNET D,

stage 1 B EYEEEZTDOIEWNVTAES OEVEE 10g/dL LI E
stage 2 RS AE EMEEETHEVTANEIOEVEET7~10 g/dL
T T stage 3 0OBE | EMBEAToCLNTAESOCUEETeAL UE
stage 4 E EMREEFITOCLWTAES OEVBE7g/dL ki
stage 5 XEAE EMFERUVEBRBEITOTCAEI OEVEE 7e/dL R

[EWEEEITO>TCOVTAES OEVEE 7e/dL RiEMN D8
BE|ZXDERESHY ]

2T AR TE K OVEE L0 FH OO I 36 1T D W

1. WHZWICH WD EERER, MART ST L T, 2R LICEEOBEN 2 WEA I, W
ORI O DA HNTH AL X R (72721, MaBn Ofkl &~ 3 BRIRIERE CTh > T, il
REREZR B DIZIR D, ),

2. VRIRBALATZ I T 2 EIEE /P BIZ OV TR, WUIREZIE O T TIRIENMTOA TN DRETH
ST, HiT6 AR ThbHEVIREEAERI BT 5 2 & &7 5,

3. P, FERORREN FRROBESEL/HFHE T—ELU RIZEEY LARWE TH H08, mEERER A ki
% EBMERLDIZOWTL, EEREMRONRET D,
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288 BCOREMEXMRERFRZAE

1. =

mEERERFHABSEOEEERICEI - TERMEICERT 5701, LIEOEENTRELST-
Y. EEE. URBAENREBE T AOIC. BREXFLOERFICELTEEENERETE S 5K
RTHD,

EIRMIZIE, TR TOMERRERFISHLTEEMANELSS, CITIRH RET L EERFDELE
[Z&Y, DIECREEERMERES X11/13 BF (FXI/13) RZ4E (IBF: B O REMEH MR X) . 2)
THEREMERMEERESE VI/8 EF (FVI/8) RZJE (BRXMMASR A) L. 3)BEREMEERXM von
Willebrand EF (VWF) RZ4E (B REME KM von Willebrand Disease (VWD)) 1. 4) B ®EHEE
KMERESE V/5 BAF (FV/5) RZAE (LWh B FV/5 AoEEA—) 1. 5) THEREMHERMERESE X/10
EF (FX/10) RZFEID 5 EREXRET B,

2. &R
BERKICEDENEN DR EE R FOFMERE (LWhH/UEES—) v, BERKSAZHER
HFEDREBESHENARITIRESNS=OITFHERFNRDTHEOVTIUATE) A, HillD
RREGHEENSNEHBEND, SHLGERERE - REMOBCRERKRE. BETEE. BRRE
BE) . IR/ DBEFOTVEA, FEFIDHFRIIRFRETH S, BRMUICBCSRAEANELLRRAIETF
BHATHAN, BRFERET. BRBECZVL MM EN—RERDNS,

3. fiER

1) BEfEMERXRM FXU/13 RZAE T, —HREEEEIREIRE (prothrombin time; PT, activated
partial thromboplastin time; APTT 72 &) DEIXREESGHIZH DL M HHT, RAHIMT 5, LHKHE
DEEHRR (R - R TERE) DHEIONZLA ., EOBELIZTHHMT HaEEEA H D, RITKEH M
TEHEDTEMEZE T AHIEN S HIMME L avIERRITIELH D, HMEBLIICK>THRA LR (T>
IN—RAVMEEBE OB EBLGE DEHHE) DESHAIREMENH D, FFICEEE N M, fEEAHm,
REREAH M, R A E (X BanIEEY 55,

2) BEREMEXM FVI/8 RZAETH, HIMFERNEELLDOMN S, RALELE T H M OH R
AHEMFEZHTHIENZD, MRIFAGERM FVIL/8 RZ4E) EERY ., METAREMIEENTH S,
YHIC.BEEN. WEER. BERELCREEHMAES X, MG EGYFEIOTIEENBETHD,

3) BEREMEXRMY VWF RZEDHMARK L., BHTEHE THS. EHIL. BEMNCBEEDLDE
THADEEEDOHMNERERARKET S50, FNIRBLOEREDOHERITEFNLFET S, AIC
RKEHMLTED, Hin%S 3v/ERITIENH S, FFICEEEAH M, MR H ML XML
%,

4) BEREMEXMY FV/5 RZEDHMAERD. BOTELE THAD ., RIEHMASHIELEHIMA S
ERNHD, EHE. BENSBEMEDEDFETCELADEEEDEMIAEREEARET 5. RELD
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EREDOHERTEFMBLLIELIEREAT S, RICKEICHMLTEMN., Kt avrZERITIEdtH 5,
B2, REHIDOFEHKIEENHONRETHIOTEENDETHD, k. HMFTBELEZ LN
TERA EEE LB DAL,

5) BHOEREMEXM FX/10 RZMEE. #iE- R THOGEROHADEMIEREE T HEMNZL, MR
OTIOEENBW, BEERHOMEREICHFEIN ., WEREOMIEICLYSETENBIESNIE
BlOHBMELHLIDTEIBETHD, thD B REMERMERE R FRZAEITIELEA S EGEF O T HEE
[FODELL NREEDEFEICLRETIUENHILICEETIVLENADH D, HH. BHEIZEL
EmAHS(Bxk 3:1),

4. Bk
A. LML
MEmD=HIZIE, FTEDHRBERFHERBL TSN EERLTH S, A REROH I ZEE R F4#

FEEZEZEINRET HIEMBEEERT IDLENH S,

1) BEREMEXMN FXI/13 RZMETIE, LIDFHIZ FXI/13 BiEHEAEEFHETIENADET
Hb. =1L, BERKIZEDIUVEEA—PREEESARBRETENHLDT, HE5L- FXI/13 8
FINZELCERETHREERSI-O. LT S5FTREEDBE ., BMEHADINETHD,

2) BCAREMEXRME FVI/8 RZAETI, EFEELMICT L TROMNILEMFELZHEEST IHLELH
5, L. B HEDA U EEFA—DFET HIHEEIL FVI/8 MREEICIEARIELENVIEAZ LD
T.AMESE VIVT BFFEVI/DEE, GEHEIETOrOVE B S HEA]. BRI FVI/7-FX/10 48
BRENOVNITNAEREST BHUNM/RRULMBEER) =, IiFIXa/FXEMEZERERE/I0—F
ILHRADEZREL LM RE#FTES,

3) BEREM®XME VWF RZHETIE., kD 7=&HIZ DDAVP (1-desamino—8-D-arginine
vasopressin) X[ VWF 28 £E FVI/8 iRiERFIH AN T EEFHRBZEN VWF HFNZIRET S
NUEFDEESHADECHEIZE>T VWF QOEIRELE BN KECELZLIDT, TENETNDIE
Bl DR - BRI R B> AL ABRNLETH D,

4) BEREMEXMY FV/5 RZETE, EFBHHMISHL TCRONNIUENELEESTILENH
%, 1=12L. FV/5 BIEHEFIIH RSN TOELO T, S it miE XILERE /MR (FV/5 25T
[CET)REEH/RETHIEN S, FEMEHEMAEVES T, & AHMIERAHIRT SaTEEMA
HEDTREICHO->TREBLGRBHRENLETH S,

5) BEREMERXRME FX/10 RZETIX GEEMHMISH L TRONMNIEMELZIE ST IBEND
%, 1=fzL. HEAETIE FX/10 BBEREFEH RSN TOELO T, HIEFC PCcC(TRMNEVEVES
KRR . EHE PCCLLELRETIDONRATH S, BEMEICLLHEEEELIIVTIVR
FED=HIEMIMR IR EMELLZIEAHLINDTEIETHD. REDSEEHERFEMITTR
BLTHLRL, BHRMIZIE FX/10 BEBFIAZELLD ., bAETIERRIN TOELDO T, EHER
% FVI/T-FX/10 EEHEID TR ENREDERTH D,
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B. fuiKiR#E PREEE
HEAZEMHEXMHERRFRZEDEDRREIEFHATHLIN. TNETIOEERFIIXTHEE

RAPHODFERTHLID T, RERIGENATEESMADOELEZLEDLILENSH D, FEHIIZL>T

REMFIZEOMRMNELY , B— e ERITHERESNGL,

1) BIBRERTAMREDCS /AT RAT7IRGEDREMFIENENTHAHAIENZ LN (FF5 FIR
HERBIREBEICHIEN) , HEFRIR . MARFE . BPELEDNHDHHEE L. BIBRERATAMREDE
BFEECHEAT S,

2) AEERMEOEGICIX)YFL T (rituximab) P VARKRYY A, THFAT)oREDRELE
B9 5 (HH 5 FRAMRRES LGN,

3) BE.SHREA4L/5807)2 %X (intravenous immunoglobulin; IVIG) [&HESZ2 I TULVELY, =150,
BEREMEHRRME VWF RZETE. VWF LNLEHBREIESE LD H 5,

4) ILMAEICHETHESIE. AT —FMICRET H-OICMRER B, REREEELELERET
%, . BEEREMEXME FV/5 RZETIE. REFFICIE FV/5 MFREEZ R TMBERIRETE
T HIENEEMTHD,

5) 3—AwATIE, BEREERRM FVI/8 RZJEIZ FVI/8 RAIDKERE LAEINFHRD ZH
HAICEISIERBEARELAAON TS,

5. %

1) BEREMEXRME FXI/13 RZEDFRIEIFTRTHS, HMIZKDFERICH FXI/13 BERAEL R
HENTHEZEHINDHIN1E] AEHHICHMIET 25008135, ERICTHUBELTHMIET
ZEI0%918] BELTRABED OEFIHN K28, RER1ERBECTAEDOEFHFI2E], EFE G
DEFIHHIBEITH S,

2) BEREMEXM FVI/8 RZETIE. REMFIEEIZEIYDST-AILERTHIENE LD, B
FTHIELDLEIN FVI/S HEMRAENAEREL TSI ELHY . EHNREZEC RPOZABREN
WHETHD, FEEF2~3E| LG HIMFE L)L RBEMFIBEFTOBREENZ DT, BELERE
PLETHD,

3) BCREMEXME VWF RZETIE, BEEMGHNET SEGRNS BREMRT HEHFETFENS
BRTHAN  BBRICERLTREICHI->TEET HAEHIL DN, ISI2, W ABRELIZIC
BRI HERALHLIOT. ERNREZEORPBOBRBHRENVLETHS,

4) BEREMEXRMEFV/5 RZETH. BARAERTHEFMNSHIEMEHNERTEFHETFENSH
THY. AEICERLTEEICHIZ>TEET HEFB VLGN, 51T WLWo-ABRELI-ZICERT
SEFLMESNTLLDOT, EHMRELZECRIBOBRBHRENIVLETHS, 4H. BRERSN
=BG ROESITH, FREMERIPBRHONLAEEELH LD T, TN LBEBBEENDETH D,

5) BOAREMRRM FX/10 RZEX. BEZHINIEFLIEBH TLLRWV-OERLEFRIEITHTH
5, BOTOROEEZHEFNDEEDH TIE., REINHBEETERTLIENZ LD, KEBEEVEH]
EEDDHEZDRYTIEAEL,
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O EHOHEIIHELEE
1. BER(SH I EEERSBEIREER)
414 N
2. FIHBOHE
T (B AEERREORENETEINENEBEINTLEL,)
3. MBEMLAEAE
RFENL (RHERE CREMFIEE AN DD+ RIS TV, )
4. RYIDES
DEGAET. BREFRERYIET,)
5. BHiEE
HY (FERVEREB AR IEMPSDOLMELE)
6. EEENLE
BEVERICEEEME1EL ERILE-HEEEMNEL. RRET S,

At R BRETIRE R B E SR NEAROM TALIO O ORERE LB S IBRIEHO
R RPN
FEREE BREXY AYRECLHATHER KE B0 BA

BAMmizIEMPS RRXEORBABERAMNSIMEREES
REE REKASBEREDER BRE EAMKHILLAERKR BEHEE

BAMmizIEMPS BOfREMELMES FXI/13 2HEEERFZER
REREHE URKXZ(EFH) 2EHR —EHEH
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<EEREE>
1) B REMERRMEERRESE X1/13 BAF (FXI/13) R Z4E (1B : B 2 R&E M H M XI: AHXIL/13) DT E
Definite. Probable Z3x&£&9 5,

A. EERE
(1)iBE 1 FLIRICHRAEL-HMERLH B
(2) %Xt EBitERE FXI/13 RZIEDREEILZL,
(3) B AR B DBEEELLL, FITEE D IEM B T (hemostatic challenge; M5 . F1iT. thiE. 74%
BE) TRt ALY,
(4) g EE LR M/NMRELRE QBRI E5MNEL,

B. REMR
1. BEMBRETIXI/1BIZEATAUTOIDNDEEDOH, 12U ELEOEELAH L (BEILEE. RREEN
50%LLTF) o
(DFXM/A3EH.FXI/1I3HiRE  @%E. mMELLET,
=1L, —EBDEEH. BHIZ 1L, $1 FXII/13-B T 1=y B AN REDES TIX. TELETO
FFHAAS FXI/13 REZKDAEICK>THBELLEFEHIELEIENH D, FXI/13 BIHDEE
DETIEAREEESS, OBHORERFOETEZH>TEE~DEFEICET 5 ILEEN]
I & N EE {ZE¥ (disseminated intravascular coagulation; DIC) . EEDIFEELZEIZLE - Xt
FXI/13 RZAETHAHZENZLY,
(2)FXII/13 LM GEME /R E) 1 FXI/13-A YT 1w BERANRRD (LA E DEHITIHE
TLTWBA. 1 FXII/13-B 4T 1wt BERANREDEF TILEETHD,
(3)FXN/13-A BT 1=whk FXI/13-B T 1=vk, FXII/13-A;B, HiRE: i FXII/13 B2AD2A
T/ HRIZEST BALGREEETETLTLS,
2. EEZWABRE
(DFXI/13 AV EES— FRE MK D FEET S (LLTOEAN—DLIE),
o FEMLGTUEZTHRHEOTIVRYAAERGEIZLSERMFELDT: 1REHR. XRERES
AER (J7°CT2RMINER) 10 & D RERIRE ThEatE,
o NfBIE: —EENEEMBMTIHRAICEBHFERLULESNDMFLEELT, 285/ 37°CT
MELTH LK FXI/13 EMERET 5 (RNERFE)
® &Ribd HIAMM FXI/13 HEIRGHER T, H5EROD FXI/13 EEDEIRE, thiFEHS CEE
RIRE) DRIBAEETLREIZKY FXI/13 EFHBEENROHOANIE, FXI/13 1 2EEA—DER
NTOIEBAELTRLY,

()l FXII/13 BEMANEETS*(UTRENM—DULE),

® AL/TOYNE ELISA. 1 L/VATNELGE DREZHIRE TEME,
o [HEMHAKFXI/13M/EES—) DFEIF., HE g AORILEIC L2 FFER. HHNET
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ATAY A-. TATAY G-EI77A—RGEETORBELERE T FXI/13 12 EE2— DD Kig
READEHONNIE, B FXI/13 B EHADORIEMEIAELTRLY,
IR, SEFV VBN REATHAHEL-FEROBMENERH DD T, IREETNICEDREINFIZE
BREICKDIEESBRITEET S,

C. #AlZH
EEMEEXRM)FXI/13 RZIEE (CH TR RFERA) | ZRI1E FXI/13 R ZAE 518 14 10 E A EE &R
(DIC) | i, 4M& . BMFLE DIMARBMIESR . EEFEE. FEE. AN/ uk-2 051V LR, 1814
REMGERECEBERER. 70— RGE) ] BEREMEXM FVI/8 RZAE (BRMEM KR A) ™%
X4 von Willebrand (VW) fE{&EE (AVWS) (FFIZB 2 RZEEHR XL von Willebrand factor (VWF) R ZJE) .
BEEREMEXRESE V/5BAF(FV/O)RZELGEDMDETOEEREHEREHMREELRNT S,

<EBWohTI)—>
Definite: AM £ T+B1RUB2-(2) &=L, CERRILI=ED
Probable: AME£T+B1RUB2-(1)%if-L. CE&RI\LI=ED
Possible: ADET+B1%ifE=91D

<&EmR>
1. —iEHEERE
(1) MR BFIEES
(2)PT EAPTT: BEIXEE
(3) M/NMREL: BEFES

2. ZDHOBRE

(1) /MR FXI/13-A R E (HAHUE FXI/13 F M) R M/MMRERARLTAE T HEEEENR
HENED T, XM/ EIEHE FXI/13 RZEDAEEEZERRNTIDIZERATH DS,

(2)FXIl/13 WFIFZ 5HER i FXI/ 13 AD MK E  EEABRTHOMNITESZELH D, VT IV
ATTERIATIE, FXI/13 2EF T 5 MK MFI D FXI/13 iR EDEIUREOF FHEAZETET S
LIZES T BREDTTENREIZLE S, 212U RETTE I RERBICHFENGHTR T4, FXI/13
A eES— (FREMHMAE) TIE. FXI/13 EEDEUEOF FEAZHE TSI LICE>T FXI/13 &
MIRENHERIND, FXI/13 FEEMRELRFITUE T HELLFECEE MRE)LEHETE
%, CNLDREF, REHNLD FXI/13 HEID RS EOMHMR. HiMEO L NEETEEILTH L
THLYERATHS,

2) BBt ERMERESE VIL 8 BAF (FVI/8) RZ i (XM KIFA) DS E %
Definite, Probable Zxf& &9 5,
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A. EKE
(iBE 1 FLRNICHRAEL-HMERLH S,
(2) KRR AGEIEME FVIL/8 RZIE) DRIEEFEMNELY,
(3) MK B DEEEREALZL, FITBEED LM S 7 (hemostatic challenge; M5, F1if. thik. 77 1%
BE) ISR mBAEL,
(4) fugEZE AL M/MMREGE DBRIIRS LG,

B. BEMR
1. BEMBRETFVI/SEEDLUTDOIDNIEHEDA. 1DLULDEENH S GEEL FVIL/8 &M, FVII/8
MIRENEEED 50%LLT)
(1)FVIL/8 &M (FVI/8C) : T ELIET
(2)FVI/8 AR E(FVII/8:Ag) : BEITELIET
(3)FVII/8 LLEM CEME R E) BEIEELIET
2. EEZWABRE
(DAPTT REREREBRTIUEEA—RTHS,

FEFID M #FE AR E X RO MTFLSERREICHFTESL T, 3T°CT2HEMEL THE APTT ZBIEY
%, HOMTTICTHITNIEAVEES—DFEZES ) VEERAEEEDOIL—TR7oFI7
JIUrTIREEERICAPTT ZAIEL TLEBEREOERNZEDHON LD TENRFREE) | #3511
FRATHS.

(2)FVII/8 4 > EE 42— (BEHIHEF) N FEET S,

HEAE : —EEDREFBMIBTICFR A ICEBERRUEFDMFLRESL T, 26/ 37°CTIE
LTHOBEEF FVI/8 EHERIET 5 (RERF X)), TL2AFER (2471) EFTLBEEFR (5172)4
VEES—HHY . BEREMRBATIIEEN LD T, JR7F FVI/S EMEN 50%FBX -AREERE
BLWTIoEES—HlZEEHTEHERL,

(3 FVI/8 BEMAKR* D EET S,

FEFREMRRE., EICHERER (A L/TOYNEELISA L. A L/VAINELE) ZRAVWTRES
BIZHEHEIN S, FVII/8 AV EEA—  Th BB MR FVI/E8 BE AL, REFHAETRIES
N MEICEFET A FVI/E BEMAKRLHBITIRE T 5 EMNAIRELD T, /. REIMFIEED R
B OEROHECRBRERCAERTHLILHPEFINTINS,

*HmMERKZECGUDR FVI/S BERAGCGEREMERAEE K LHEETIIEAHESINTLNDD
T.A-(1)EB-1DHBVED IEBRERRICEHLLY,

C. #AlZH
MKRE AGEIGH FVIIL/8 RZHE) . £RMSE V/5 BF(FV/5)-FVII/8 EERZIE. ETHZRMK
FVIII/8 RZJE (FBFEME M E N EE &S (DIC) L) . GEIRIE) von Willebrand disease (VWD) . HE fef&Z 1t
%X VWD (AVWD) ., £T®D R von Willebrand (VW) fEIEEE (DMEKRSE, AEMM/NRIESAE.
FAKARBEEEIE TE. Vo /AR T BHIEME MR B LE DRELZREEENHIIEE S REMEERRME VW IEIR
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). BEREMERXM FXI/13 RZE. BEREEERXM FV/6 RZE. ) VIEERAERBLTEZR
AR

<gWohTI)—>
Definite: ADETH+B1RUB2-(3)%&E1-L. CERsLI=1D
Probable: AME£T+B1+B2-(1)X(EB2-(2)%i#&=L. CER/Rs L= D

Possible: ADET+B1ZiH=9ED

<LEMR>
1. — R IMRRERE
(1) H M BEILIER
(2)APTT: T EHER
() M/MRE:BEIIIEER

2. TOMDBRE
(1) VWF Ristocetin cofactor &4 (VWF:RCo) : @H . IEE HAHULEIEMN (K MmE)

(2)VWF {2 (VWF:AQ) @& . IEE H AL IIE (K mheF)

3) B2 REMHZ KT von Willebrand factor (VWF) RZIEDSHTEE
Definite. Probable Zx{%& &9 %,

A. EKE
(iBE 1 FLRICHRAEL-HMERLH S,
(2)VW & (VWD 3B &1 VWF RZHE) DRIEE I,
(3) MK B DEEEREALZL, FITBEED LM S 75 (hemostatic challenge; M5, F1if. thik. 73 1%
BE) ISR mBAELY,
(4) fugEZR AL M/NMREGE DBRIIR S LG,

B. RERFR
1. HEMBRETVWFEEOLUTN3IDNDIEBNA. 12U LEDEEHNH S GEEIEL VWF Ristocetin

cofactor ;&M (VWF:RCo) . VWF iR = (VWF:Ag) MEZEED 50%LLT),
(1)FVIL/8 JETE (FVI/8:C) AR T HANIEE
(2)VWF:RCo & VWF:Ag: @E (& EHiE A
(3) VWF LtEME (VWF:RCo./ VWF:Ag) : BEIXHEEIOEEIED
2. EEZWABRE
(1)VWF 12 EEA—DFEET S,
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VWF & GP (Glycoprotein)lb EDMEERZEET 51 EE4—(RE MK HAFEEITNE.
VWF:RCo H" Ristocetin—induced platelet agglutination (RIPA) 7 vt/ ZBUV-IEEMIZFLN T EREH
§% (37°CT2HMINIR ) THRBEMICRH T A2 LN TES,

(2)1 VWF BERARDIEFET S,

FEFREMRARE., EICHERER (A L/TOYNEELISA L. A L/VAXNELE) ZRAVLWTRES

BIZHREINS, 1VEES4—(FEEMIR VWF HERK) b, REFHAETHREINS,

C. #AlZH
VW 5% GEIGTE VWF RZHE) . £ TORME VW SEIRE (DM ER R . AEME /MRS S E., B RKRE
BEETRE. VoI BRIEHEMSERELE DRBELZFREEENHHIEECREMERRME VW EIRE) .
BOREMEERXME FXI/13 RZE. BEREMEXRM FVI/E RZAE (RXEMKRRKA) . BEREMER
KM FV/b RZFELGEEBRNT B,

<zZWoAHTI)—>
Definite: ADETH+B1EUB2-(2) &=L, CEZBEA L=+ D

Probable: ADZ£T+B1RUB2-(1)Z&#H=L. CERLI=LD
Possible: ADET+B1%&i#Hm=LI=tD

<&EmMR>
1. — MR RERE

(1) HmEE: EREXIXEE

(2)APTT ERXIFIEE

(3) M/MREL: IEH . B XX

2. ZDHORE

(1)RIPA:IE& | B4 3HHU & RN

(2)VWF T)LFIX— EEHAVWIEE (B FEVIILFI—RMHAHUIEREL)

(3)VWF 1 55ER . VWF & FVIII/8 [RiERFIZIR 5L T, EREMIC VWF FitEmEEZREL. ZDE
IRE, FFHETET AT T AN SDRERE (V)7 ATTERGUR) L1 EES—(FR
EMNE) OEELFEEHTE T HIENTED, 2L, BEIREDET P FEADIEMEE AVWD (24F
EMLGERRRTIEGL,

4)BCREMERMREESE V/5 BF(FV/5) RZIE(WLWHPEE V/5 AFAEES—) DESEELE
Definite. Probable Zx{& &9 %,
A. JEIRSZF

(1):BE 1 FURIZRELHMERLH D,
(2) \FIMKRREGERMY FV/5 RZAE) DREEMIELY,
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(3) B & EDBEERNZL, 2B ED IE M & T (hemostatic challenge; 4M&. F 1. thih. 1%
HE) I~ -Hmb i,
(4) Lz EZFE O M/MREELZE DBEIRE ALY,

B. REMR
1. BEMKRETFV/SBEEOUTO3DNEBENR, 12U LOEELNHD EEILFV/5 FEME.FV/5
[RENEEHED 50%LLTF),
(1)FV/5 &M (FV/5:0) : b T ELUE T
(2)FV/5 IR E(FV/5Ag)  BE X EEZN—EDOAERFI TET
(3)FV/5 LEEM GRS IR E)  BEFELJET
2. EEZWABRE
(1)PT R APTT RERERBRTIUEEA—RTHS ™,

FEI DM 3% AR E S RO MFASEFEICHFUES L T, 37°CT2HMMEL THS PT RU APTT &
BIET S, BEMITICTREINIEIVEEA—DHFEZERD BH. MUV IEBERREREDOIL—T
AFUFATTSUMTIHGEEAERIZPT R APTT ZAIEL THEERBOEREA RO N (BNFR
FHE) . —ARICHERIICHERLESIN TS,

(2)FV/5 A2 EEA—CRENHME) N EFET D™,

HEAE : —EEDREFBMIBTICFR A ICEBERRUEFDMBFLRESL T, 26/ 37°CTIE

LTHDERE FV/6 BHEBRIET 5 (RERFE),
(B FV/5 BEMK "I EET S,

FEFREMRRE., EICHERER (A L/TOYNEELISA L. A L/VAINELE) ZRWTRES
IR ENS FV/5 A1V EES— TahbEE M FV/5 BERMAL. REFHNAETRES,
MEIZEFT SR FV/5 BCRALHBICRE T AIENARELRDO T, FE. fENHEBEEZONR. B
BOHECEBBRRICHERATHLILHFIND,

BE.AEERAFEV/S AVEES—)DBEE fiEr g APLIMEIC KD MFETIE. HDHLET
ATAY A-, TATAY G —EI7A—RGEETORELERE T FV/5 4 EE 2— Dl O KiE7iE
HRHLANIE, H1 FV/5 BEREORIEMEIAELTRLY,

CHYRERSHBRTRZE (TIZM) TH>TH. ERRAVEEF BT HELHHDT. H
MEENTERERET HEANEELLY,

HMFEREECEVR FV/5 BERARRBESNLZBIFEE T HENBESNTLSD T, A-(1)
EB-1DRVLDIFRERMRICEHLY,

C. #ERIZH
INSIKRIE GEIEH FV/5 REZE) . XM FV/5-FVII/8 EERZIE. &TH XM FV/5 RZ i (&
T 1 & R ESE 1% 2 (DIC) 2 &) . GEIGME) 5 X/10 BF(FIORZAE, B REMHZRME FX/10 RZ4E.
ETHZREFX/10 RZE, GEEMN) OOV EVURZE. BEREMRRETOMIVEVRZE. £T
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DZRHETOrAVEURZE. B REMERRME FXI/13 RZIE. YV EERAERELREZRN T
60

<EBWohTI)—>
Definite: AM £ T+B1RUB2-(3) &=L, CERRILI=ED
Probable: AD £ T+B1+B2-(1)XIFB2-(2) &=L, CERRSI LIz D
Possible: ADET+B1 Zimf=9+£M

<&EmR>

1. — MM R RERE
(1) B MR BE EEE
(2)PT RV APTT: T EE
(3) M/MRE:BEIEER

2. ZTDMDKRE
W—TR7oFaA7 I SUMDEEHDNILBEREEDHZE (X, AL FHIEL (CL) ik (gG, IgM) o
CL- B.,GPI E&&AHIK (gG, IgM) ZBIFELT.FV/5 A EEA—NRE DA THL TR ZERNT S
ERLY,

5) B REMERMERESE X/10 AF (FX/10) RZED S E %
Definite. Probable Zx{%& &9 %,

A. EKE
(M BERELEHHEXIIBREOHMERIH .
(2)B1aME FX/10 RZIEDRIEEH LY,
(3) MR B DEEEREALZL, FITBEED LM S 7 (hemostatic challenge; M5, F1if. thik. 73 1%
BE) ISR B,
(4) fugEIZR AL M/NMREGE DBRIIRS LG,

B. BEMR
1. BRE—RRETPT EAPTT AERLTHEY. FEMRET X BEEOLUTDIDNIEHDOH, 12LL
DEELNHDCRET FXGEME. FXHRENEEMBED 50%LUTF),
(1)FX/10 &M (FX/10:C) : T ELET
(2)FX/10 iR E(FX/10:Ag)  BEFELET
(3)FX/10 LEEME GRS R E)  EEIFELIET
($570 5 F£/E FX/10 AEDKRE (FFRRINE SN TLVRLY)
2. EEZWABRE
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(1)PT R APTT @ 1:1 EEHER. REREHABRTIUEES—RTHD ™,

FEFI D M 3% SR E RO MFZSEFEICH/FUES L T, 37°CT21MMEL THS PT RU APTT &
BIET S, BEMNITICTRINIEIVEEA—DHFEZER. BH. MUV IEERREREDOIL—T
AFUFATTSUMTIHGEAERICPT R APTT ZRIELTE., 37°CT2ERIME % LR ZE D& E
FFRIOERMNROONDIDOT(BNEFEIEE) . BAICHERATHS.

(2)FX/10 1o EES— (BRENFIME) B FET DS

HEBE : —EEDREMBMITIHRLICEBHERLEFADMEZRESL T, 28HE 37°CTINE

LTHDERE FX/10 EFHERTET 5 (RNERFTE)
(3 FX/10 BEEMER " NEFET S,

FEFREMRRE., EICHERER (A L/TOYNEELISA L. A L/VAXNELE) ZRAVWTRES
IR SN, FX/10 DIFANSDI) T RETELTLEDREREGRRTEIRZR 1ZRLA
FEDREELY S5, FX/10 AV EER—, THHLEEMRR FX/10 BEMRMAL. REFHFETRES
N, WEIZFERFET S FX/10 BEMBFRLEBICRE T HIENARELD T, 72 REINFIEEDR
R .EROHECEBHARICARATHS (FH 5 FHEHR FX/10 BERADBREFRIRIE SN T
LVERLY)

P REHR. REREHBRTRZETH->TH, TORAVEEF—DRERTEZTREIND
CELHAIDT. BHOAEERAND. RIFFMZE VD TEHMERE T HENEFLL,

O HIMEREACLGUDR FX/10 BEMARRBEFILFET SIREEAHHD T, A-(1) EB-1DHLY
LD, RAELTREXRICEDEND, L. RELODEEDH TE DR R TIXH MAROHEVE
fFlTH,. TOREMERZET HELFEEINLIOT MEGEBRENIVETHS,

C. #AlZH

BIGHE FX/10 RZIE. 2 TOZRM FX/10 RZE BEMS I E R EERE (DIC) . AL-72A(/F—Y X
BE). GBI B FV/5 RZHE. BEREMERMEFV/6 RZAE. ETOZRMEFV/5 RZfE. GEEMH)T0
FOVEVRZE. BECREMERETOMNIVEVRZE. 2 TOIRETOMNIVEV R ZE. BEREER
KM FXI/13 RZIE . UV BRERKRERB R EERNT D,

<EBWohTI)—>
Definite: AD 2 TE =L, B1RUB2-(3) &iff-L. CERSLI=LD
Probable1: AQ £ TZi#H=L. B1 RUB2-(1)&iifL. CERMLI-ED
Probable2: AD £ TZ =L, B1 RUB2-(2)&iif-L. CERMILI-ELD
Possible: ADEZTRUBI -9 1D

<&EmMR>

1. —fEM Mm% EEEE
(1) M5 RE LIEE
(2)PT RUAPTT: LT ER

150



() M/MRE:BEIFIER

2. ZTDMDKRE
A FERZEEZZRDEEICIIWN—TFR7ZUoFaA7I SO B ILHEFRENEE X, AILSHIEY
(CL) 4K (1gG, IgM) %2471 CL- B ,GPI & 1AHA (IgG, IeM) DBIE R U R EREHERT. FX/10 /Y EE4

— W REDBEETHLRTREMZIRN T HERLY,

<EWOATIV—DRET>

Possible¥ | Probablex* | Definitek¥*
A. fEIRE
(1) IAERK D D S O @) @)
(2) B FX/10 RZIEDKIEFHEL O @) @)
(3) Hi M AEX DEFIEFEL O @) @)
(4) b B EE ot /) R FE DB E R 5 AL O @) @)
B. R&EMR
%1 .PTEAPTTZE., LLTO FX/10 B EIEEDE o o o
53]
(1)FX/10 ;FI£ (FX/10.C) : ZLIET (1)~(@@) | (1)~@B@) | (1)~(3)
(2)FX/10 Hi/RE(FX/10Ag): ZELET DI 36—2 | DI3b—D | MIH—2
(B)FX/10 LE;E1# CEIE iR E) - ELET LEO LEO UEO
2. BEZWARE
(1)PT BU APTT X Z/EE RN 1EES—T (1).(2)
. . N>6—"2
(2)FX/10 1> EES— (ZEEIHIFIYE) 5 77 SEO
(3)#L FX/10 B & D 7 @)
C. #RIZk
LR BZ RS @) @)
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xxx; Definite: ADET+B1 RUB2-(3)&#H-L. CERRSLEDLD
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(2)EEEMI. EEREBOHM (FIZIL, EEEN. FEEN. BN, [E. A, BEER.
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-9 i
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2. BEHMm
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2. EEHROMREHEIZDNT

AV —LFEDILUTDLDERRET S,

(1) 33—z (Gaucher) J&

(3) ——<-EvYiRCH
(5) GM2A T )A L R—L R

T4 Y99 X (Tay-Sachs) /. YRR

(Sandhoff) j& . ABE!
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(11) L HEEIR

(/N> — (Hunter) SEIRB%)
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hd. FEEEFT -V /. ——<-EVIR. GMIAV T UA VR = R LASBEREIZH LN,
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1954V J—LK

CERREA)

& PR B R R4S CPiREAREIORT Zofth CiBRATHD
1 i 1. 17 GEeRpdE) glucocerebrosidase DIHHE (AR o8 glucocerebroside YN (f#E SRR (R S
(Gaucher ) 2. 27 (R L&Y Ldb ( ) L&Y L&Y
3. 38U (MR 2.72L 2.72L 2.72L
2. R 3. KTt 3. R 3. R
2 =y VI ABRY AT 4T | LABY acid sphingomyel inase OTEMHE T [DESE Rz sphingomyelin £ (Y > <) TR (i) StE
e Y= B 1L.HY 1L.&Y 1.&Y 1.&Y
(Niemann-Pick J5 A, B/ 2. A5 2.72L 2.72L 2.72L
Acid  sphingomyelinase  deficiency 3. KFt 3. RFEite 3. RFEte
(ASVD))
3 e B RO 1. gLy NPCI E 713 NPC2 0258 74 ) EARATO cholesterol | JRERRAT (Eitit) FH
(Niemann—Pick J¢5 C ) 2. RN 1LY 2 1.5HY
2.72L L&Y 2.72L
3. Kt 2.72L 3. AR
3. K H
4 ML H 7Yy =y A 1Ll B-galactosidase IR F RIS oA P (R S
2. 4R LdY L&Y LdY
3. N 2. Rt 2.72L 2.72L
3. At 3. AR
5 QR 7V Ay R=s A 1L B-hexosaminidase A DIFME T a YTz NHEW ORYET | 1. oligosaccharides JRFPHRIE; TP (RS L)
(FA w2 AJ (Tay-Sachs ) 2. HEAR L&Y PRy L&Y LY
3. N 2. K5 L&Y 2.72L 2.72L
Total 3-hexosaminidase Oj&f: 2.72L 3. KFita 3. KFita
1R 3. Kt 2GR W7 ) A ROERY
2. R (RASRSREE 2 L)
1.&Y
2.72L
3. AR
(> FAZH5 Sandhoff 1)) 1L B-hexosaminidase A DIHMHE T BYT =y NHER DWYET | 1.oligosaccharides RFPHRIIE; TP (RS L)
2. HEAR L&Y PRy L&Y LY
3. RN 2. K5 L&Y 2.72L 2.72L
Total 3-hexosaminidase OJEMHE 2.72L 3. Rt 3. RFt
L&Y 3. At 2. H 7Y A RO
2. RFEi (RS2 L)
LdY
2721
3. AT
(B SV T B) 1LY M2 H>7) A FIEMHEERATIOR | G2 TEHEERATI(GE) IS T | 1.oligosaccharides JRAHRILSE PSR (PR R L)
2. FHFR BYTF i L&Y L&Y
3. A 1L.&Y 1L.&Y 2.72L 2.72L
2. 721 2.7 3. AR 3. KTt
3. AR 3. At 2. H 7Y A ROl
(e 2 &)
LdY
2.72L
3. A
6 77 Y5 1. LAY galactocerebrosidase OJFHHE ¥ [RVET 7 OO2E 5 TR GRS SLH
(Krabbe J5) 2. FHFR L&Y L L&Y
3. RN 2. Rt 2.72L 2.72L
3. ATt 3. ARl
7 FYPEADA b7 41— 1 ALY arylsul fatase A OJFHEE T RIS oA 5 Sulfatide LR FHRIIN TR CRRSHRD B
2. 4R LdY L&Y LdY LdY
3. N 2. K 2.72L 2. 7L 2. 7L
3. ATt 3. ARl 3. ARl
8 < NFINAINE T 7 —PRABGE 1. FTENTY arylsulfatase A, B,C OFEHET SUMF1 8 2R SRR TR (FfERft)
Oultiple sulfatase ZGHHYiE) 2. JLER L&Y L&Y (1.sulfatide 2.DS 3.HS) L&Y
2. Rt 2.72L L&Y 2.72L
3. Kt 2.72L 3. AR
3. K H
9 77— 118 ceramidase OFFMHE T [ FOAS ceramide DR (B2 A4 TR (i) S
(Farber ) 2. 27 1L.HY 1LY 1L.®Y 1.HY
3. 3% 2. Rt 2.72L 2.72L 2.72L
4. 47 3. At 3. AR 3. AR
5. 5%
6. 67
7. TR
10 LA TR L= a-iduronidase OIEFHE T RS 7oA 1.8 2. HS DfRritie; JPEA R
2. N—=F—/ VA T LdbY & ( ) LD L&Y L&Y
3. A T EEEC ~ ) 2.72L 2. A5 2.72L
2. R 3. KFEh 3. R
11 DT EpHE 117 1. FER iduronate-2-sul fatase OIEMHE [RE o 2E R 1.DS 2. HS OIRHHEI TR
(B 2. iR L&Y LD L&Y L&Y
2. A5 2.7 2. K 2. 721
3. KFEh 3. R
12 LA TR LAY heparan N-sul fatase OIFHHE F RS oA HS OFRAHRISE e i
(71 V) L&Y LD L&Y L&Y
2. A5 2.7 2. K5 2. 72
a-N-acetylglucosaminidase OIEMEEK 3. At 3. AN
2.B%Y L&Y RIS oA
2. X5 L&Y
acetyl-CoA: @ glucosaminide N— 2.72L
acetyltransferase OIEMHE T 3. KFiti
3.0% L&Y RIS oA
2. X5 L&Y
N-acetylglucosamine 6-sulfatase OifM: 2.72L
(9 3. R
1.&Y
4.D%H! 2. R RS 7oA
1L.&Y
2.72L
3. A
13 LTS TV A LARL galactosamine 6-sul fatase OIEMHE RIS 7O 1.KS 2. CS-A Ok A
(EBNAFATR) PR LdHY Ldb LdHY LdHY
TRAERY 2. RFEi 2.7 2.72L 2.72L
2.B% B-galactosidase 3. RFiti 3. AHENE 3. AN
1.&Y [ 7oA
2. X5 L&Y
2.72L
3. A
14 LI ZHEVT AL 1. TR arylsulfatase B OFHHE F RIS oA DS SRR SRS
(v k=" 73 2. TR LY JEEE ( ) L LdHY LdHY
R ( ~ ) 2.72L 2. Rt 2.72L
2. Rl 3. ATt 3. ARl
15 LI VIT LTl B-glucuronidase DJFIHE F RSB FO e 1.DS 2.HS 3.CS JRAHILIG; SRR
(RTA9) 2. P LdY L&Y LdY LdY
3. B 2. KF 2.72L 2.7 2. 7L
3. KTt 3. AR 3. AR
&5 e i) FERIGE: s AR PEOWHL ZOML GEIEAIER)
16 LTS XY hyaluronidase OFHHE RIS oA BRI SRR A
(b7 m=4—¥KHiE LdHY L LdHY LdHY
(Hyaluronidase KHHE) ) 2. RFEte 2.72L 2.7 2.7
3. KTt 3. R 3. R
17 7Y R—2 % 11 sialidase OIFMHIE T [R5 5 JRH sialyloligosaccharide HRIESE | fiEiieds (U > EiRsh) Siat
2. 117 LY L&Y w LY
2. K5 2.7 LdY 2. 721
3. Kt 2.72L 3. AR
3. K H
18 BT "T Y R= & 1RO SR B-galactosidase OIEIHIE {RFR VD R T (TS 0285 PR sialyloligosaccharide HRfES: | JiEiidy (Vo Eida) S
2. WL LdHY L w LdHY
3 AHEROWNY 2. Rt 2.72L L&Y 2.72L
sial idase OTHHE T 3. AR 2.72L 3. A
LHY 3. AR
2. X5
cathepsin A DIEHET
LdY
2. R
19 LAY B R—T R 1R (1T T-cell 99 U 278k Bgalactosidase DIGMHEK T GNPTABSR -0 TR
2. B (I11 7Y L&Y LD (o252 S5 S DN )
2. K 2.7 LdY
13+ a-mannosidase OIEMHIIN 3. KFi 2720
LY 3. AR
2. K5 G\PIGI R F 025
1 B-fucosidase OIFMEHIIN LD
1L.®Y 2.72L
2. R 3. KTt
20 vV )V R=UA 1. gLIRRY «-mannosidase DIFMHE T [DESE Rz oligosaccharide ORISR R (R Vo ek SR
2. AN LHY L&Y LY LY
2.72L 2.7 2.72L 2.72L
3. R 3. KTt 3. R 3. R
21 B~/ R—=v R B-mannosidase DIFHAE T B an?/t oligosaccharide OOFRHHRHIEH SR (RO, D SR
1. &Y 1.&Y 1. &Y 1. &Y
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2. KF 2.72L 2. 7L 2. 7L
3. ATt 3. ARl 3. ARl
22 Ty RV 1LY a~fucosidase OTFIHE T [T oA oligosaccharide JRHHRILRG R (TR S
2. T LdY L&Y L&Y L&Y
2. KF 2.72L 2.7 2. 7L
3. ATt 3. ARl 3. ARl
23 T A YLFILS I U aspartylglucosaminidase DIFHHE [RYES 7 OO2E 5 oligosaccharide BRI R (VR SE
L&Y IEHE ( ) 1L.&Y (aspartylglucosamine) 1.5HY
EEE (o~ ) 2.72L L&Y 2.72L
2. RFE 3. At 2. 721 3. AR
3. R
24 v RT— /R 1173 N-acetyl- a—galactosaminidase JGPHE T [RIfEt 2SR 1. oligosaccharide DR-RITR TP
(Schindler,/#HIR#%E) 2. 114 1L.5HY 1L.&Y 2. glycopeptide (DFRPDYET R, (RZ8, &Rz, T
3. 111 Y 2. X 2.72L LdY Loy
3. RKFEh 2.72L 2.72L
3. ARl 3. A%l
25 RIF 1. Pl acid a-glucosidase OIEHE T [RVES 7 OO2E 5 TR (TR S
(Pompe 77 2. /1N LdY L&Y LdY
3. BN 2. RFte 2.72L 2.72L
3. KFh 3. R
26 FAMEY /S—B BT LA (T4~ | acid lipase OFEMHET LIPA = 70255 1. cholesterol ester O TR (R S
(Wolman #%)) 1.&Y 1L.&Y 2. triglyceride (O#FE 1.5HY
2.8 (AL AT r—Lx 2. A5 2721 LdY 2.72L
AT VAHFIHE (CESD)) 3. RKFE 2. 7L 3. AR
3. K H
27 &) A5 Lamp-2 S RO S, Lamp2 O 745 SR (7). LIS
(Danon J%) 1L.®Y 1L.&Y 1.HY
2.72L 2.72L 2.72L
3. A%l 3. ATt 3. ARl
28 e 7 SR LR (@) STALIN D5 SLCI7AS (SIALIN fr 7255 DRI T RO ES- S (B, 5D SR
2. HhEY L&Y L&Y LdY LdY
3. V795 (Salla ) @R 2.72L 2.72L 2.72L 2721
3. ARl 3. ATt 3. ARHEl 3. ARl
29 A RYRTAF ) -2 1 A PPT OO [FESEIRT (AN OER: A
2. LT L&Y L Gk
3. R 2. Rt 2.72L 4 )
4. FEHAIY tripeptidyl peptidase 1 DY 3. It 1.GROD 2.CV 3.FP 4.RL
5. AL L&Y [FESHIRT (AN o L&Y
6. FEEE] 2. R L 2. 721
2.7 3. A
3. Kt (2 N s L)
ZOMD CANETF IR
30 777V 1. gty a-galactosidase A DIFIHET RIS oA Gb3 OIRFPRILF AER, AT (D TRIAR 5
2. i LdY L&Y LdY il
2. 751 @E~T oS 2.7 2. 7L
3. Bt~ AR 3. ARl 3. ATt 3. ARl
31 VAFUIE (VAT ) —R) i) CINSHHE 045 BBk AT ES- TR (BB L) SE
2.t L&Y L&Y LY
3R (IR 2.72L 2.72L 2.72L
3. ATt 3. ARl 3. ARl

IS : dermatan sulfate HS : heparan sulfate KS : keratan sulfate

GROD : granular osmiophilic deposits
PPT : palmitoyl protein thioesterase

RL : rectilinear complex CV : curvilinear profiles

lysosomal SAT : lysosomal sialic acid transporter

CTH : ceramide trihexoside

CS : chondroitin sulfate

FP : fingerprint profiles

159

2007-01-01

(2021 HE247E)



20 BIBEEBE AT —

1. &
BIBEREDRAMAT— (&, BB 2P IRHREROMBHEERET S5 X EEERXDEREEETH
%, INRKIHE, BEHKE . BIBEHF 8 =1—0/F— (adrenomyeloneuropathy : AMN) . Bt A KAXE! |
N RNER R TOVUR AU REELGCEDBRERFRUENFEL. ELDOHRKZER., FPRITELGDS £
FHEHMELTIE., PRERREZITTEL FEALE DB MEE, FOKIE, AMERLZEICEVTER
SHEARNASPREE DIE MM A DND,

2. &R
RELEIRFIE ABCDT EIZFTHAM . ABCDT BInTFEELERKRFBRE OMIZHAL AR FRIEER
OLNT  BEFEICREFHHLLIE AMN HARIENGEE DEEKRFEE TR T HIEETELL,
F . FA—EGFEEZAL TV TEELGDIRBVEEETHHINZERESNTHEY. ABCDT BIZFEE
EIFTIHEK ISR EZRET I ERGEEFHMXIEIREZR) OFENEBESN TS,

3. fEIK

BARA/NRRINE X5 ~10 RICHHRL. G- BOEE. FEBBEET. EESTLRETRET S
ENBL RIER. LBEMRRTETEET 5,

BEHABE (11~21 BHE) &, DRRKE ERBRDIEREZR T 58, LOBRIETT D,

FEA KRR (22 LR O RAE) (&, BREAE O AR THRAEL . LB SRITETT 5,

AMN (&, BEHLIBICEMESTEEERICREL. BE, IREEELRL. BEOREREEZAST
ENHBH. AMN OFFBHIC, FHEEIRMEICHBITTHLEINTNS,

N - B ER B (L /DT SE BN R FR . MR EME T ERERET B,

TOUVRERIBFR LN BEDEE. BEL. HAET. 2582 KRERVICERAIBEEZRD S,
RIE(T 2. RABETRDONDS, T, BAPICHBERNBASHCLRIHEHY . TEEET S,

ALD BHBEELATH 80%ITEIBALEETHLIN. TODIZFRIBTHEREICTEELAIBR
2ERTHIEH DRI,
ZHREETH—ETIEMEEEDIZ AMN HEREET CENHD (KEERES) .

4. JBRE
NEREBECEWVTHRERRHOEMBFHEBIEICKY . FEROETORELENHFESNTEY ., BE
FELTHIR SN FRBFHRUBAKRBKBICHLTCHLRERRICHE F5EMMEEREEIRESN
TW%, —A. ETHATOREF TE+2EHMENFONLGNIEN S, T, EMEFHADTEHEIZEE
T HEHHE (GVHD &) ICXDEEFMEHY . BILICOVWTIE+RLREADPDETH D, RHOZEER
HOEMBFHEBENFRICEVTEBOTEETHS,
Lorenzo’s oil (AL AV EE: TILABE=4:1) %, P DIBERIFEIAEL (VLCFA) (FICEaFNAERER) Z1EE

160



L3 5h%, BEL-HEERZIFITEIMRIIZLVEZEZONTIVD, TDM., AMN DX ERIEE DK
Pt FREE IR (S IEHERAEL T RIS LI UERRERIR CEEREZT I, BIB A £(CHL T
ATOSRFIDOFFENITHONS (F=F2L. ATAAFEIIEHREIRICITENTHD) .

5. Fi&

INBRINE A KINE (L, EARDGE . BiER. RRICETLERG 1 ~2FE CEARIKEIZE
BIENZ, KENICRRBERZEE RO AMN EG LB RETEDRBELY  ERFRIIRITFTHS,
2L BB IR A KRB IZIITL, RRGETERDIHHLHY  TBENBLETHS, M- IR T
LRAKEIZBITTEIELHD, 7OV EE AMN ORI ICERTHENHY . FREET
%

REEBRICEALTE. BEATIEREOFRNTARETH S0, BITHERETL. KINEREMN
RSN RS TR L—X73E ME RS IEE R T D102, FRAERTD B M SEE follow-up A
ELHATUDRNEDFRBEICEETHD,

ZD=HIZH REDRIFENSDBEEHD )T ORRADKRIEE B R~ DEIBHAERIZMH
HEE MERICTALBREBLZLENSED TOKBENH D, F-AIFEKDHIRFIC MRl THREERE
NREINIIENZNIE, D, ZHER. FII2EMD 12 RORRBERRICSHLTIERESNAIZ1[E
@ MR, #FEEPHRE REFAEMRVEEKSRIE) . 60 ANS1EIC1HOHRLEFRE
(Wechsler RENREREML) . BIC 12 RLUBTIX1ET LD MRIRENDELEZ D, WTAHDRETK
B OREINTESNZ(FTROETHH 1) BEICIE. RRICEMHHEEBEERTNELEDN
%,

O EHOHEIBELEE
1. BER(SNTEEERZHRELRFTER
249 N
2. RIRDHAE
FBR(ABCDT MAa—K L TL\3 ATP-binding cassette subfamily D member 1 DIERER (XY EFEL-1E
REBAMEHBROBENREEINDS, )
3. MRMERERAE
KRR, /- B ER B DOV TR RE R D E MEF AR FEHE , AMN, ZIEFIEE (23 L TIXRER K,
BB 2L TIFRATRSFRIDEFREZE,
4. REOEE
HE(ETHTHD.)

HY
-H-/\¥~

6. &: 7
FERBBICEHIFREASFEERANT, 2 TOREENRET S,

O 1T

it
X
i
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BEFBEMNFHREMPEH TR EBRAREXARI

[SAVY =L/ NILAFLV—LHEEIBRECAMNAT—Z2E0) 1B THREN DBEVLERDER
[CEIF=AFIDBELEDREICEHT SR

MRAKE EiIRBEERMREtLUY— BRRREMBRESE RILEZ

162



<TWREAE>
Definite ZxIR&T 5
1. TEFERRVERKRTR
ERE(R) CRBEEICROONIFRIIUTDOESYTHS,

OFE#EIR
INETIEFERMBZHBEZT OO ELHAULILEREE T S, KATIEHEEHED RIS
HREILGEEZET D,

QnEEREE

INERTIRZEEREE. GH-BEL-BN-EF - HECEORENEND MATE. MMEEDNET. &
RIEREFEE (KFE. K1T. KR LGEEET D,

QBRANET
MRIERELTE L REFDKE. B RKEELELZETH. (REFOHAE. AUAR KON
ENDBIZHEHIEITTET D)

@FH1TEE
T HE (EENREEE T DIENSLD, LECEREEZRHDIELH D, ) ITLDHT
FEEZET D,
ORRR iR
PR DT, B RS DTUE . R RS ST, EORBEICEVWTHLEREICEOHLND,
ERERESE
RERVERBAEEES, AMNTIE, HEEOREREETIHNSL,
@BEREMEES

HRIEE . EELREEET D,
®BIBFEERK
BIN. BRA R RERD. BFRILE (KE. E5R) ENELEEET D,

2. REmMR
(B REAEAEE ST
C26:0, C25:0, C24: 075 DB RIEASHEEDIEMERH D, MFRT,TITY Y MTHRASE . R
KIBERREGEEAVWTONT 5. BEBEEHEROEMOIREE LER KRB ORMIZITMEBEME R0, 2
HREZEDKIB0% THEREAEFEDIEMERD S,
SEBE(M;EFERT4>TIT1)2C26:07C22:0)
INRBIALD 0.0260 £+ 0.0084 (n=47)
EFEavbO—)L 0.0056 £ 0.0013 (n=710)
(2)E{& 32 (EREEMRI, BE&RCT)
INBRRNE BEHRKE, i AKBKE TIE, KiNEEORREEEREIIC—EHL T, CTTIX{EMR IR,
MRI T23&fE & ., FLARER CIEBETHERDS. RED A MIFHREERE. BEEELBEOAIRKE
FEDER, A PR KEBAN S LAY, ENICHIBEEBE O OB BENEFEL61EH D,
AMNTIZL, T25&ERER . FLAIREHE THABDOSESZ2EL VLT L ETHICIIEROERMERE
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PEESNDEN DD, Mk - R TIXSEARER, /i, BRACERGEDREZEARET 5. FEM
DEEBEREDH AL TIE, AR =V AIZKYERZHRZRD S,

(3) i E B MR E
FEME RS R B (ABR) TIL. I~ KRB AEET 52N B, R BEHRER (SEP) RUE
EHEREH(VEP) LREEROHENZL, RM AR EURELBEETERD DI ENHD,

(MEIBHEERE
B BRI A 4K T . ACTHES 1B %orapid ACTHRISER R TIE RIS ERH LN H D,

(5)EIE TR
ABCDIEEFOERFEH T, R EEEFERICERSHAABTEDLNTLEL, A—DER
EHLTOTLREBERREETRY CEELBBRIND,

(6)FEEFT R
FELLIETEMERLEIBETHIDT, EAMOBIFITIFRIAE, KINEEORE. 54—
2. MEREDXEEESEI B LA REBOBEMTHD., BIBTIEREMROIIL . ETHI
FEPLERERDD. ANEEREREOTIO77— BT R BB . RS EES 17 I
MOEROBREENERD D, COBEN HEEHHNIEHSBEST 5ILATO—LIZTILE
ETLDERESN TS,

3. #AIEZH
(/MR
AERMZEES. ZBEE. DBE. RARE. #E. 7OV K. KEE. EREECERmE
(SSPE) . thd BB AbOT4—
(2)BA
R X RRE . 2 FRMELAE . FFR. FREE. /DN ESIE. 7OVUUR. KES.
EMYUNE. thoBECRMAT—

4. ZEROHTI)—
Definite& L ClE, FEED~@DWWTNMIZEZ LT HERET S,
DOTFREOMN~QB)NIEHETEmI=T LD (REE)
QRENICRAEEXITFREENSY., FTRD(2)ZHE-T BIR (RERMB M)
QT RDO(MNERZFim=7 XM T, RIENIZREE XIFREEN WD, HHWIIIEBRE
IER AR ECABCD BT EREANTORETHT 556 (XMRES)
@ABCDIZIRREDEEFEENRESN =B

(WEEERRVERFTR THRAZEB (D~®@) D536 DKELT1 DU LR LNH D,

(2)f#E. Mm%, FMKFEOWT W TR REBHRRESSIE,
(3)ERARMRI, #HfZEHFMRE. BIBFHEREOVT N TEEEZRDS.
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<
T

*

EEEDE>
RORBNFEESHEL. 2 TOREEREET S,

BIBEBECAMA T — DR

OV PN T
FAEFE(E. 3~ 105K, A& -1TEEL. /A -BHET. MeEES. STESLETHREL. K
FTHEMIREIZESIENZL . XULBUVEBRKRRFE,

QREHAKME
FAEFRIE. 11~215%, BRRAEIK. ERIKIRIBIL/NR B LIZIF R,

QEIBEFH—1—0/\F— (adrenomyeloneuropathy : AMN)
10K BF ~BA T, EENKETRELRRISETT 5. BEOREEFLHEITEN B,
BEORHEGREES. BRERES. BE2H52L0H5,
INBEIZRNTELY,

@R A K2
AR L. BIBEREDET  FFAER TRIEL  DRELRKRICRRITET L TEYIREICE
Do

R, NES. thOBRBEANAT—, SRMEEILELE DBRBEERELOEANNBE,
AMNDERRRE THRIEL., BBPITEEBELTHRAKRRELLELI5ELH5.

OUN R
INHKER ., TROESHGZELRLEH/NNEEERDOBREREZET 5,

CrOVI%.
BN BETIR. AERL. REOBRRABLGERBERLEERDAEET D,
PR X REAY,

D& RIEE
THREEEO—LITAMNIZEEEREREZET 5 E N HD.
®@F Dt
RAEATH .

W E J OVERE FE A3 B DTS2 36 1T % B B IR

. RN O D BRI, MRAERT RS LT, BRI LICRBOREN WA, W
OO DZHNTH 2L R (272 L, MakEh ofkl 2 R~ T ERRIERSE Th > T,
RATREZe B DITIRD.).

. IRIRBIARIC BT D BEIEE IOV T, MU REENEEO N CIREMTORL TV A IRETH
ST, HIL6 2 H M ThbEWVIREA ERM BT 22 L L35,

L RE EIRORREN FRROBEREE S T EL LIS LW ETH DN, mEERERE kT 5
ZERMER B DIZONWTIE, EEREHRONGET D,
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234 RNILAFVY—LRFEIBAEDCAMN D —FFRLS,)

1. =

RNIVFAF Y= LRBIEHEARLE TV —LIZRETIBER-FVNNVDERRIEBIEL. ThoDR
DINDERIVAFDY—LIZBESEDOITHER PEX VNI DEBIGFEEE RILAFIVY—LT
BEEE)D2DIHTond, INDEEFEREICKYBRLLERILEFOY—LRBRNESSh,
RAEREREDDICHRELDBBICEEETRLTEIKICH-DEREERET S, ChETICRUVEEDNDS
WRIBEEE RO —O  RIEEN ORLAFIY—LFEOBETHS YT ILA—H—EEHLGE
16 DEBIZHEIN TS, CCTIERICHEE#ROFMRELG>TVSEIBTRE D AT —ZERIMV =R
LAF Y= LIRERRET B,
<EBHE>

1. RVAFDY—LERERE (PEX B FEEE)

(DYZIAR—F—ARINS L (PEX1,2356,10,12,13,14,16,1926 BInFEE)
YTIAR—H—EIREE
FERBRERECAMNT—
IRL DY Lfw
C)IRERIREBEREIET1E. 5 & (Rhizomelic chondrodysplasia punctate type 1. type 5:RCDP
typel. type5) (PEX7, PEX5L BIFEE)

2. BB

(MEIBEBECANATr—(ABCDT B FEE)

(2) B -ERIL REER RIBIE
T2 IL-CoA FFLH—+ 1(Acyl-CoA oxidase 1: ACOX1) RIBFE(ACOXTBIZFEE)
D-_EBEf%% (D-bifunctional protein: DBP) RiEBFE(HSD17B4BIFEER)
ATFO—)LEX)F7FOT A2 X(Sterol carrier protein X: SCPx) Ri8fE (SCP2 EIZFER)
2-AF LT )L-CoA St <—=+ (2-Methylacyl-CoA racemase: AMACR) RiEJE (AMACR E1ix
FER)

(BIL 7Y LIR(PHYHEIZFEE)

(8)TSRTO—7 U SR RERRIBE
BRI BEERAE2E. 38!, 4% (Rhizomelic chondrodysplasia punctata type 2. type 3.
type 4: RCDP type 2. type 3. type 4) (GNPAT. AGPS. FAR! E{FEE)

BEREMEE 1 VBERE | B (AGXTEEFER)

(B)FHEZEIT7 (BHF5—EMIE) (CATEGEFEE)

2. RA
NIVAF Y= LIZITEBRERHED B BIELOTEVE o Bb. T5RAYO—TUA/R. BE1E
KENBRR. TIAXVINEBRERGEARITDELGSZLDRBRDER - 2VNINFELTVS. Th
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3.

4.

5.

SEER-AVNIDEMBEFERETIH. ChET 11 BOKELFEREGFHARBESLTEY., FNTE
NOBEEGEFEBICERT 2B ALRBBEELZSIKICHEIBERIEZELTNS, — A, FNALDEU /Y
DRIVFFD)—LADEEICEDHD PEX BIRFEEICKDIRILAF IV LEBEEETIE. ChFE
T4 EDREELGSD PEXERFNHMONTEY., BRIIZIEINILA TV — LR BIKELRDOESICEL
YEBEGERERTREEDYIIA—HA—EEEND, JYBREORKEFEFTHEELTWS, F-AF
DREMECTFRETBEMOESICKY PEX BELFEEEPL S BILRERRIEET. KIKNAE O/
ENREICEIHRBREREZET IHRERBRIAREIN TS,

FEIR

NWVFFO)—LREDBETHEOVIMA—A—ERH T HEERNMODHRRET OREER
ZEL. W BLGELBICEELREERT  NILAFY—LRKICHBT HERIFEBOHLEND KED
EICREREENOHREST (TULVhA, JREELE) . AR BEOEENITE. B, BLELHI(C
BRAIHERNADNS, RIEFRFACERKEBLREBCLICERY, ALURBTHEROEEEICIEAH
%o

BEE

ZLDEIBAE AT —FBRRILAF Y- LR TIIIRABEIRILTHELT . iFEEN G
INEESTWND, TOFRTLIY LR TO IV BEFIRBECEAFS—EIE TOORRNBFEEENE
BEELTETOND, SOICREEMR L 2V BRIE TIEXRERDIFBECERHEIZIMZ T RNAI AEEMN
FRRTEBEINTUVS, WTNITLTERDERBTHINILAF LV —LREDBEDE—SIL, TESL:
(TEHEAICIEREICRZET A &IZH D,

Fi&
NVFF V- LFEDBERTHHYTIA—H—ERETIILRARIETT 50, D)L FF
D)= LIEIFREBICEYFRIIFRALTH S,

O BEHDHFECHELEHE

1.

BER(RNATEEERIHBREILIRFER

100 AK#

RRDOHE

T (RREGFIFRALREETRAGEREN S, )
MBRMGAERAE

REESL GHERENFILT, —HICBBORERENHD. )
RHDEE

WE

HY (REZEITHFRVITER, )

BEREESEE
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modified Rankin Scale (mRS) . BE X &, FIROZFNZTNDFHER—ILEZRLT, LWIFnhh
BULERRET D,

1S4V —LFE. KA FSY— L BB ERSANO7—E80) 1251 5 REA DBEYLERDELIC
B 1R R DB £ T DRE IS HFFR )
HEKRS BUREERHRL S~ BRBEDRENE RILES
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<BHEE>
RNUFF)—LFREEEDDETESE

A. fEIR
EERAEOFRIELUTDBEY TH A,
1~3([F 12D PEXBIEFDENNIEBEEZELDVIIAR—H—ARINSLELT, BBROEEEDZEN
[2&Y, DFEEIN TS, 4ADBRE AR BEMRE1RESRIITNEN PEX7 & PEXSL DEETFEEIC
&5,

1. Wz )LR—H—ExE

HABERKIYOHERRET., FT2ERH - KRFIMAX- 2IRBREF-NWIRAE KL - RFHEB##-/NELEDE
REE. ARELKENE. ABEES. RIEEREMLGEDRMMERE . BARLLLICERICLIFER. T
RE/NE, BEHOERERKICHIIEE, EEOFEHEBREER. TOWNAZET S, F-AFHEERE
ELEWV MSURTISF—EOEE. BiE-MEEULELOSE. BERFOETRENZEBELLITET
L. Z<FEREARTHICTETT S,

2. FTERBREITRECAMAT4—

YIAR—H—ERBHIYERAICEET. BRERIEM T, HEROHRRETORMHES, #
e FEEXDEECTORELE TEVD, FHESHRELHMNALANLETEIRD T, TOREBITTL.F
-8B, BEORKIETRHEN, FEHFERFVDAAICBELTIEY LA —ERELYEET. K
BCETRTIVRITERODERELHY . LTV NAFIZTHED THATH D, M RAARTFEETEET
%

3. 2LRLIY LR

YIWAR—F—ARIS LDOHPTERRHICRGEERISHT=Y . FERDRE CEELEN, £RFFU
BRICROMNSBEEDEREE OERLUNE, REL1REFTREILEEMIER T, ELSEA LM
S EFVARENORFARLGHLAOND, EDR. HRRETORFSITHORITERL. HE-
BREEELHOHNLS MEEREME CR TR EREMICIKTIELGZRHD RAEFHLE
"9 %

4. RESKRBEEMAAIE1E., 5 (RCDP type 1. type 5)

BRI MR O MR KR fEAE LRI BT OO sUK B IRAE . /NERSE ., AIEERH O RBBRFLEDEEEE
. BNE. EEORMHESHREERT. MREZTZEL. Z<ETONAPCTRIFREEREYRLTI, 25F
FTITRTT 5, FHEMRELT I/ RBEICABELZRDS,

B. REFR
1. A LAy — LKA OBIE (BHT—Hh—)
DB & A BFIRS R
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YT JAR—H—ZARY+SLTIE C26:0, C25:0, C24:0 L E DM IBREESAFIIEHEEDIEMNERH D,
BERTIL, BNORELEEIZLEDIN. BT —H—LLTIEREERTH S, —F . RCDP type 1.
type 5 TIXIEMZEFZEHLLN,

Q15 B TIVREUE

YIIR—=H—RARGISLTE T2V, TRV B ELEMT DERIZH D, 1L, BEICIKREFL
THY. BEFISDOHEEFTEROIEER TITEMLENIENH S, —F . RCDP type 1. type 5 T
(ET4 2 EEDEMIEROHZH. TYVRIUEOEMIEEFRDHAL,

R@FFA7TO—4Y

YT JLAR—FH—ARILF L RCDP type 1. type 5 THIE T 5, TDRRE T EEEICHBET HIERIC

HY BERTIHETLENILLH D,

2. B 528 (EBEE MRI, BE&B CT)

YT JLA—H—EEREDIEES CT TIIAIRNEIEKR (BRTI—TROMNSHIEEHS) . MRI ER TILEES
EREE LN E R R E A CTRINEIL K O RERRLEDS. — A, FTERVBEETHEC XA
1—DRERFAR T BRESEZ L ETHEOREBRLAEEELAONDS, T RL I LED
fiXi MRI Pt R CIISEARRR  /MNEIREZ ., IR ICERBESHIROON. TOR. MRS KB BITENHIE
fHlt 751 %, RCDP type 1 TIEERE D KN, /XD ZEMEAS MR [CTHBILEECAEOEREES. i
BELGEERODEFLHEIND,

3. EEMREAVN-REEE

BEERICIVIEBRUEFHEREEBIL T RLAFIV—LAV NN IDHRNBEEE RESRE TEH
B35, EITHIS—ERESAVNONTEY  YIIR—H—ARINS LA TILES. MRS ARICEE
BhAS—EEH (RILAFIY—L) [FHENEN, 122l BER TIERBICHARTOERITES 104
[CEERIANHONBEMNH S, —H . RCDP type 1, type 5 TIEBEIFIZRBFHICEREINS,

4. TEFHTERRAT

YIWAR—H—ZARYNS LTI, BEOHBHMEROEEMRSMIERMEL T, h25—EEHNOHREZR
ONIFEGDEMIER . HRLETNIERICAEMHMERICE T SEL T 12 BHAHEHERDOENIZET 5D
ERET Do

C. H#RIz28
LTOERBEEENT 5.
1. YT IR—H—ARIIS Ly
<FERE>
HOURENREE . T35 — -4 ) IEIRE . BRI EMRE. thOERMEHER. FERERE. REAT
BHD FREIEREGE

<ELEIRHLARE>
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Toov—iEERE . L—ANIVR, 37 A URERRE ., ARERE. BEEMERT MV —LRPIMaY
FU7R. thDRIREREMNE. AEEME. EH/NMNEMRELE,

B TRILAFTIY—L [ EE{EEER RISIE. Contiguous ABCD1/DXS1375E deletion syndrome
(CADDS), BIBEBECAMAT4—  LIY LR, REMGV1VBRE1RGEDRILFFIY—LRED
HAXDLETHS,

2. BRI EERAIET1E. 55 (RCDP type 1. type 5)
RREERMBREZ ELHET HERMFERER (M RHNEMEICLLIBLRBOZHNER) . TFX
TO—7 &R RIEAED RCDP type2 R 3, VI ILR—H—IARILT L, LITY LREEDR LA
FoU—LREE,

D. BRFHRE
1. YT R—F—ZARGrS L
12 8D PEXEILF (PEXI, PEX2, PEX3, PEX5, PEX6, PEX10, PEX12, PEX13, PEX14, PEX16,
PEX19. PEX26) DJs#1/ N\ )7 b DI
2. RCDP type 1. type 5
PEX7 &ET=1& PEXSL BIRFDIHRH/N)T U D&

<gEohTI—>

1. YIIAR—H—ARYG S L
(DEEK TR F-IEH
@MHBRIAF)—LRBEYVORE
RBEMIEERAWNVRERZBIZTTIRNILAXTIV—LIVNRIDBRELEREZRD S,

Definite ELTIE. FEEOXITIQDWT AU T HEHET S,
DLE. SHEEN)~BNDEEEXLTHL-TLD
QPEXEIZFDHEH/N)TURNEESNE=DD

2. IRERRBBEERRIGE1E . 58! (RCDP type 1. type 5)
(DEEK TR F-IEE
Q)M RIVAF IV —LRBEDDRIE T, T2V BOEMRVTIAIO—S 0D, BREERE
(XIE®E
(B)PEX7 ET=I& PEXSL EIZFDRMIN) TR RIESNIZEHD

Definite ELTIE. (1)~B)DIEBZ L2 THE=T1D

171



<BHEE>
RNUFFIY—LB BRERERRIBIEDZMESE

A. fEIR
EERAEOFRIELUTDBEY TH A,
1. 72 )L CoA FFLF—E 1 (ACOX1) RIBAE
HERPHILDMBRETEIRYLEDTLONA, REDENE2FRATERINSDRITNROHLND,
BERERE FBELLJIIASHTHRIVER B ZL ZOMDERELTIIRIRPRE -EEES. RBEES
EICMAT FEBCHFERERD S, FHERERIESR (4~10 %) EShTLDN RAEFHLRED
MoTLV%,

2. D-ZEAF%3 (DBP) RiBfE

[FEAENFTERANSDHERIETEINALURADITVNAZED D, TDELETRKEELNZEDHL
N, —BIERBEBTANAZEDD, SOICHIAFRPERES ., Rik. AR -BEEEIC. VI~A—H—
FEIRFHERLIORTEEZE Y . KRFIFIK, RFEFASE. SIRBRFET. 80E. /NRE. ENMEMGEDEREER
. FEXZERD D, EAL2WETICMAIZTRTT A%, TN, H/NREADRE TRIFLGEBEZRY
BABIERONTEY ., TOMRKERIE., R, /NNIEES KA. FABRHIR, RiEFEESLET. EF
EDEELHCT-OIC. REORPZHENANEETHD,
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	1_062_発作性夜間ヘモグロビン尿症_見え消し版+MRIコメント_MK
	1_063_特発性血小板減少性紫斑病_見え消し版+MRIコメント
	1_283_後天性赤芽球癆v2_溶け込み版
	1_288_自己免疫性後天性凝固因子欠乏症_溶け込み版
	019-1_ライソゾーム病_溶け込み版
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