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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 Dt 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
AER 0 1 2 3 KER 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
&5t (mRSS)
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>70% > 2 (moderate)

<70%

v

e
|
Y
l

s ——

3 (severe)

> 4 (very severe)
f9ER HRCT IZKDIRED LAY D EFEE
UTDO5RSARATILD LEETHETHDIEFZ(TYASRE., ke BEE. ERE)DHHIELZTOETE

LEZERD (B%ELL)  ENODFEREDLENYET B,

Goh NS et al. J Respir Crit Care Med 2008;177:1248-54

9 €IC 4

1) KBRS L& 3) FEFRS A 5) AEfREIRE L

€

4) RS54 ARB)EL)D R

O
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BRI 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%
UR[ER—=RA—H—D
b1
4 (very severe) | NYHAIV E

FEHEDEEED>LRVEELGLDEERDEEELT S,
MR FBHAE =R (E iR SIBMEFAIWERE (¢’ IR DL E/ e > 15 ZHREETEEET .

@F
eGFR (mL/%3/1.73 m?) *
0 (normal) 90 LIk
1 (mild) 60 M5 89
2 (moderate) 45 A5 59
3 (severe) 30 M5 44
4 (very severe) 29 LT RIEMBBHEA

BEEEORANESHEEIELUNDERBELTEHIN-HE . CORETOFHENSRNT S,
*& AR ClIE, HRENMETTHIELHY. FAZEDFEELRZITITKWREFY C ML - eGFR
DEERXEFAT S,
Bit: (104 X Cys-C ~'9"° x 0996 %) —g
ZitE: (104 x Cys—C ~'9"% x 0.996 F# x 0.929)— 8
Cys—C: M;FLRAFY C iRE (mg/L)

®HILE
(W EEHILERE
O (normal) IEE
1 (mild) BETHFEESET (BRAEKEL)
2 (moderate) B B8 iRsE (GERD)
3 (severe) W R E R EENITHEORT R
4 (very severe) BEMEICLDHHETEH

15



() TEVHIEERE

(normal)

(mild)

0]

1

2 (moderate)
3 (severe)
4

(very severe)

IEE

BREREFIBERE CAREELEL,)
NHEFONREVELT IHBERE
RN RIEMREFE A SBMEBRERZEDRE
FIDFIRRER ANV E

ZTDMDEEESHE
<&H5—H>

Medsger DIRIBLI-EREFERHICENTIE AERD EATIIYYMENERSNTLSA . BERAIICE
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
HAERTICHEEIL T 20% ~ 30% K DA E
HAERTICLEEIL T 30% L1 L DIRE R

<PBEEi>

BRONEE: BEBSOEEM
B ATy ER<,

BRETIER

@AM NTR)YE)
@i/Mr¥ @ik

@LDH BHAQ

®m% IeG &

ZESHORAIEEREHLT. 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°

RAk Al ENig (%)
0 95% L1 L
1 75% LA E 95% K i
2 50% LA E 75% 3K i
3 25% LA E 50% 3 i
4 25% 3K i

IRFE AUPEHOFEMRIE SSc [TXDHKE - EEHMAMEBOEL. HHNIEXEDOHIR- RIRISERT 5

DTHHZE,
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< fifi i £ 5E >

O (normal) fifi = M £ i (PH) %L

1 (mild) PH &Y. Hh D WHO U5 X1
2 (moderate) PH &Y. M DWHO U5 X 1
3 (severe) PH &Y. D WHO 25X I
4 (very severe) PH &Y. HhDWHO 95X IV

BDAT—TILIZTREROFEHYMBARTE 25mmHg LLEDED%E PH E2BT B, BILAT—TILN
AT TEEWMEERIZIE, DIO—IZB T2 =ZRFFEREEN 34m/DEBRADISE(=ZRFEREN
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

+¢ﬁ%ﬁ&0$ﬁﬁ“* DI I3 T 2 i HIH

1. A2V D EERER, AT SIS L T, 2BEE RICRBROBEN RWGE T, Wi
ﬂ@ﬁ%@%@%%bf%%biiﬁw(tﬁb\%%%%@ﬁ@%%?ﬁ%ﬁﬁ%f%of\ﬁ
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 B IRTE %E%ﬂ#mﬁé LT 5,

3. B, SEROBEN FROEEE SIS C—EU LICEY LERWETH L0, mERERZ R 5
ZEPREIR B DIZONWTIL, ERERONGET D,
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53 L x—4J L fEIREE

1. =

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(SH I A EEERSRETREER)
186,118022- N\ (RAZRIEIZ LKD)
2. SO
T (BB REMEOBEATEIND, )
3. HRMLEBR S
RHEL (HARAREL, )
4. REIDESE
DE(—RRICEBHEORBTHS., )
HY FARMOBEHELERY,)
6. EEESEE
EHEHRIISOTEEREEEBECTER.
B (5AULE)ERRET .

O EHRET
[ EREESIET S AEHR
FRKRE T

AL BEX PRl RizREZR Bx EthHxHs
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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 E10 H20 &30
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

h R RSO ARIEE . RAEL MRRREEFTALHASNI-HIIES O #5089
[EEOERIRoR=FEREMH S S RIBLAERIEIREE

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 < 57 Bk < 1500/mm®) 45
B (10<Hb<12g/dL) &{£>
m/pRiEA (10 B <m/hMrR <15 B/ mm’el) 245
BB 2\ BRH A (500< 1) 27\ BR < 1000/mm®) #5388 B
2 BCAEMONEBELTUTOIEEOWT WhEmZT
57 BRI 4> (500 = §F F Bk =< 1000/mm?) Z 45
A1 (8 =Hb=10g/dL) & £>
m/pREA (BB SMM/MR=10 F5/mm®) 245
HDNEY 2 SEREA (/B =500/mm?) Z5EH D
3 BEAEMMEKFEVTUTOIBEEDWThERT
TR Bk > (BF 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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56 N—F T VhE
O W=

1. =
OEMREOT7 724 ES. REEIK. BOSESER. NEFMESEEEREL. D REHREERZY
R EFHEHET D,

2. [RRA

RRAIEVWFELTATHLD, XFIEHREDECREIASADNHRREERIMERALTRET H5EEF
RELEEZON TS, BIEREDHTIE, AFEZEZ HLA-B51 COBHEET 0%, 85F, REHESD
ZO—FI 3 HMOKRERZHEEFAREIN TS,

3. fEK
(DEFEK
7 OFHEOBRMETIIMES
RASAGRVERMEEST. OEHE. BHE. T, BICHALGEDORMIEICHIRT 5, AIFE
KOIENZL BREBYEL., EELFETHDS,

1 REER
TRRICHFR Y DIGETEAINE ., KT O MmAe Ak, EEE. 2880, BEHLREICHONDIEEREKKEB X
[FEEEERRBIEE

v BRIER
MERMEICRENDSEIRRMN R ER T B R, RAFMEICEL, FBEFTM, RE. RHET. RE
BEGEEXT,

I SMEEES
ARMEOERBALGTI4MEERT. BHTIHREE., BE KETEIRDEEICHFET S,
(2) IR

g K. R LEAER HERFE. IERERVRRHBBRENHD. EH RS SVEHBOREL
50%Z A . TN LS DENEROHBRBE X Z<LNELO0, FITHEER . MER, REREA—Fvt
RIFERICBRAEL-LLIDERITASLOTHY  BHHRBEEIZTESN TS,

HIESRRE SR CIXEEERES T REEBRELOERALLLIEHEICES, MEREEE
FRARR . B E R(ICH L. BIIRE OB - ##ARMARERT . PIRAERE L, BIEL. e KT RIES
SRR L EITHEDQMNER ORHMELE DFEMERETS-TIBEETRICKAIEN S,

4. BEE
(M&EERE
BRE TGS DORRNT 7, 1S AL ADEE,
(2)EYak
ORER : BEOFBRSEERIBIBTRERTOMNEREZED ARZAL. EENBELRBERE
ATAAMRDEBETEFETI5 MESAESISEXRBIZL, BIBREATOMRO®HET /OB T 5%
T BBERERTAMRDEBEREETIHELH5. REEFHICEIILEFUEE—EREL.
MBET+HDIGFE. VVARKR)Y  INFIREEZFEAT S, ANFETBREEAONDSEEHICIE
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5.

TNFREEEZBRHIZEAT S,
QR EHIEER BIBREXTAMRNAEDBAEELINEFUONERMLEETHS, =, O
N7 I7AMEBICIEXTIUISRA N SEEMHAIRICIES /Y9 HDDS, BB XEESICITIEE
ZEATHIELN. EAFICITRIBERERTOS, REIHELREHT S,

QEE % : RMEE RICIFERTOMFEERETHRF T2 DEE. BIBTRERXATA/ROEHRS
115, =B REFHICEaLEFUERL. otUEﬂaJl_lith/##—l\ THFATIV AV
VX TDEREREET 5,

@MERE BIBERERATAOAROREINFIEEZEARLT H, FHFRIRLASELHFRELIZBEICED
WIFPIUREDHREREZEHFRAT S HAMDGEIEAVIVXIRIEERT S, -, KB
JRE . RMEEARE . BIARFAZEICIIFMEER T 50, COSVRENHIEEZHRAT S,

OBERE BEMNMMDPEEICIEZYSVYRILIFEYDOUEELS—TI/HFILEEHA|, hEEMD
EEFICITRIBERERTOMN . INFIEEEDOFERCKEBEREEZZEE TS BITREXRTOCRED
Bl ARG OTNFIESEENGIGEE DHAFICIEIFA T REOHBAEEEL. BEE. 5 E
BE. BERK. REHNTIINBFHEITI,

@R HIRFELE e MERXGEOEMEOREICIEIBRERTOMREFEAL. Z0%. H
RFHEMTILEFUERET D, — A FBHIER. ABELGEEZ T ARELIIEMHETRIZIT AN
FLFH—rERE5T 5 ARERA . BEREGICIZAO7IVFIITNEIGELD, BH. VAR
RUVIEEURMBORFEEZERTILLHY . CORBICIIEZTTHS,

F#&

RFEIEX. N OTIHFRERBICELTELGRED—DTHo=MN. TNF AFEDEAICKY. HAF
RIFREKHEL TS HFER. MER ., #ERIHLTE INF [EEREAEASN., AR RE
(FEELTOEN, REITERIERFIL DN T FEL. REBRETHICFHERYRT 5HEERES
PEFICLTRMEDETL-HEREMNLROND, ChoDEEREN G RERRREICEES
BIDFRIE—MRITEGND, AERATI4HESZIILH ., BF QOL [CEKRELEELL-TEY. 5
BEMRERFALTOKDENDH D,

O EHOHEICHEHEIE

1

 BER (ST EEERIBEREFER

14,736 A

- RROHEE

FHGEERRERERF GE) OEENRERSNTIND,)

- SHREVSERTIE

RHEEL

. READEE

VLE(BEEHREHEERT D)

HY

. EBEESRE

AN—FIyMEDEEREREEZRAVT N EULERRET D,
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O fa#iE#T
AR BHRENRER R—FuMRICET SRENE
MERKRE BAERKZRE/ I EZFHEE VOIFBRERE EEFLF
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<BHREZE>
BEFBEN—FyMRZEERE (20105 /ekET)
T2 TR RURRREEARET D,

1. FEIEH
(DEFERK
OOEHIEOBRET 724 ES
QR FEIEK
(IS B AT BIFR 5
(b) B2 T D 42 14 &8 AR &
COEBREED. BERKS
SEMR RIS DR TTE (BT RIS)
EREIR
()T ¥ AR IR %
(b)HERR S E SRR ¢ (HAARIS IR 2¢)
COUTORRELHNIER) (b) IZELS,
(a) (b) #RBLIZEBON DU EEERE. KRARLBRLE. BIRKIEERE. (RARER., -
HRE, FERENE, Rk
@\ I2ERES

(2)&IFER
OEMPEEZ OB %
QR KK
QEEHESE TRRINDHELLFRE
@I ERE
OFEE L LDOPIRMZRE

RREZEDATI)—
OFELE FBPIZ() TEKDILA4EEINHELIZLD
@F &3
(a) FBHRIC() EEKRDILIEB. HAWNE () EEKDIE2IHEB & (2)BIFERDIL2IEE A HIR
L=3t®d

(b) #FBRIZERREBEREZTDMD (1) TEKRDSIB1IEH. HAW L (2)BIERKRDSE2IEE A HIR
Li=td

QB : FERD—EHAHERTHN. F2BOEREFH-TLVL0 ., RUERMLEERNARESH D
[FIEEIT DD

GOHEHKER 2R REFLBOEELZH L. TOLWTAADKRLEEEIBESEHHRELEEREL. LUTD
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O 1T
HAMEABBEMAREXRBCRENRERBLEDEREBICETL. BITHEREZSHI-ZREHIERE.

BE TR, élf’%nﬂ*l O Jﬁﬁ’ﬂ?’fﬁl‘ﬁﬁl Bsﬁ?’%)ﬁﬁnjiﬁv‘n‘%aﬁ%%ﬁ%
N Y ‘\ < l‘ PE<T, t =4, = 5 A A 4
4

MRERRE ABRKRELRB- 2 BIFEX
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<EOBREZE>
Definite. Probable Zx£&9 5,
g - FRATEIR RS R B

LITFIZTHE - BRHERFDOZEZEITD
A. ERERFRR
1. BRBARBEEE (ST HHVITEEM (B1E) Ein) B R E R R E)

2. FROFBREMER GLORHEISLZFITHIR)
3. #2YiR Y sthaRER (FHEAZR)
4. REVBRE-TERE AR (BRROIELH D)
5. EITHDORB MRS AZERE- O (BEE- LRICER)
6. FRDEEIKNIZ-1-15. BEIHE
_ 7. /hERMEE M
8. ®AYII 0T MmIE
9. FTRERE
1

0. K& ERAIRIE

B. BEFHIRE

BRIRFTRMNLESIGE . BEFHREBEEZH LD,

PSMB8. PSMA3, PSMB4, PSMB9., PSMB10, POMP, PSMG2 D[RR Bz FO T i EEEELTES
2Hd,

C. sEAIZHY
tho B S RIEMERE . BIRK. IR ERE

<EHOhTIN—>

1) Definite:A D1IEB L EZRH.B #iE-95H6.
2) Probable:A DBIBEBELLLZR . C R4 T=HES.
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<EBEEESE>
EEESBICTHREEL LOEGZEIANRET S,

BT
UTFORESEL.
BiE A7 ETOM,
hEE 1DTLRAT20B D,
B 1DTLRIATINHS,
SEEF e AR
227 ‘ &5 R POk (i - - FFB) 75 22
GET) R
0 L L L L
3BELLL DFMD BEAZHECE | REREOH BIEER
1 EBHEDH ~
FE3E LA AL 5L CAREESALY)
38ELLE DEMD ‘ EOEYLN DR E Bk HY
2 BHERICHE .
EaEE tEE B DR (BB )
EOEYDEEEE
3 " HEBEBEAB (FE T AD)
BE O HIE
CENREEREDERITYUZERNRERELS 380°CLULEDHBAETRAFKEIEET S, TORICIETRLEOCTDI

DERIZEDERBZERINT D& RIEERMEORICEDEED 24 B L DEFERBAMAHHLDEL, ThE
=SBV RE—EDREEEZ D,

RGP S QO  E (R )N NS ST AR 4 =
1. FABWNIHO D ERIEIR, AT BB L T, S LICREBRORER 2WSEEICE. W

NOBEHOLOEHANTHEL LR (7272
PATREZR b DITR D, ) o
2. IREBLAR IR B EAEE SISOV T, BWUIREZERO T CIRENMTHhIL TV AR EE
ST, E 6 2 H M Tl b VIR Z ERSHT 52 L &2,
3. B, ERORREN FROEREEMEE T EL EICEY LN ETH DN,
ZEPREIR b DIZHONWTIE, ERERONG LT D,

L. S5m0kl 2 R THRRIER S T - T, ik

IR IR 2 kLT D
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300 I1gG4 B EE S

1. B=E

ARLYRESNEHFLLMEZSLLTEESIATWS, REREOMG ¢G4 FIEICMA. )/ BRE
1sG4 MR EMROZELWVZHERMEIICEY. RFEH ST EEFIEICL 5 5EER OB X OHEE-IE
EMRELGELROLIREATHDEERTHS, BEMBEL TILERE. BE ., RIR-ERIR. PEHER.
FRAKRR. fifi. AR, SHALE . B, AILAR. RIRIR. BIAR. )/ 81, RE. ELIRGEN N TS RE
NERBRICRULBERELLTOBHMEATIIENZVD BE—BBFLENIGEELHS. BECRE
PERE R AORIRERIR L (V)R GENRBMEETHD, 1FIC. BCREMERIBEOCEERLS
BN NRNFREZTB880H5. BRMICEESERREICIVEL>EREEL. BREK.
BEICLZFAE., EEBAERCHBEE. RELCICHEIBFRETRLLGERICEEGEHELHICENH
%5, BECRBEEFOBEENZEZONTHY . ATAMRABENE—BIRELDIHD, BE. PEICE>TEL
DHITEENRONIHEABEDERETHD,

2. [R&A
[FRRIIFEBETHSH ., FEEHCIADEFE. 4 5G4 SiE. 1gG4 FHEREMRRE. RTO/RNE
DEEXY, BERERKEEEZILON TN,

3. fEIR
FEEINDERICL>T ERIEIELGLIN, HEDZVEDELTTREDEDLH D,
A EMEE
b) L R R A 1R
)BT
d)iRARFERR
o) & AR FE AR
fKEE
M BARAER (IR 5. WRiS74EL)
h#EPRR (5 A8z L

4. BEE
ATOMREENE—BIRETHY . LBMERETEAL., TORMBFEREZITS., HEEREX1~3
FLL,. BENHBFINTLAEASIEPIELTEELD, LIZLIEFERZRHIH. BREEOABBEIEILS
NTULELY,

5. &

ZLDBITRATAOARBRNVRINT B, IZHE . RIS TEDH (HF ) THREMNRoN S, 5T
BEIEHARELAT =LY
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O EHOHEICHELSIF
1. BEH
#9 8,000 A
2. RIADIHE
TH(HERERENAEZLNTNS,)
3. MEMLAEAE
REEI (RTOARME—BINE, HIECDOVNTOR— RBIEBON TG, BB OABIERIET)
4. REDESE
DB (FIICE->TEUTERTS,)
5. BMEE
HY FAIRMHER OB ELHY)
6. EEENFE
TROBEESECERENETRET S,
BRIE CABRN AT EH
e L b AR
BiE : AT OA NARIKEEHDVLIERHI T ABRLTLRBERENE S,

O faiRMHT
BFEFBEREMREFRIRMESZE G4 BERE T SREH RN
MRARE HBRFHESAR BB FER
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<BHEE>
1sG4 B ER B DDMEERMIZ (T, BEZHELICISLDETEHN, LTOQ~BDENENDERHIZ2
ETEECIYBEEIN-LDLEDHDHTEET D,

O<IgGARER B IR ELE>
LLF MDefinite. ProbableZx{ & &9 5,

BRPRAIC B — T BRI F AU FEAMH S VIIRBMEEKX. B, 8. EESREZRD
%
2. MRFHIZEIgGAIAE (135mg/dLLA L) ZE2H D,
3. REMBFMICLITOIEEHF2D%EH 5,
a. HRBIAT R FRAGY D \ER, REHRRORBLRHEILETRD D,
b. IgGAIS TR B #IAR 2 : 1G4/ 1eGISTEHIRE EE40% LL £ . hADIgGARS 472 E MR AN10/HPFEHB 2 %,
c. BRI L LCTERERIRME L H DV FEAEMBIRX DT A ERDH D,

<EEohTI)—>

Definite: 1+2+3%i#H=34HD
Probable: 1+ 3% =3 £ M
Possible: 1+2%#1-9 3D

=L, TEHRYMBBBMZEMA T, FEBOEMLES (. BHUU/N\ERE) LEWUEE(Cz—JLY
FEIREE, [RFEM ZRMEFEEHEE L, FrvRILIUR. ZREEREREGHEE. 2ROE X ERASFIE
fE. PILAMF—D R I EEIRIE S RME RERFBERE) ERATIHENEETHD,

Fiz, ERMARRBCEFRE (B BER, PRAE, REE. hERERZE) T, +2GHBEIRERT
Y AEEZAVTHRRMICOHRE THO TL R BB/ REDLMALELZH - HEICITZHT 5,

Q< BCREMEXRDZEEE>
LLT @ Definite. Probable, Possible Zxi& &9 3,

A. ZHIER
1. BEEREX:
a. WFEAMIEX (diffuse)
b. BREM4HEX (segmental /focal)
2. Iﬂﬁ%@*ﬁﬁfﬁm@:ERP
mFFHFTR
= 1gG4 MfE (135mg/dL LAE)
4. REMR - UTOO~ODFRRDI5.
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a. 3DLULEFED
b. 2’3’&;“&560
DOEED) /B, REHEOZELE. Rl
Q&I 1 REFL1-Y 10 EEEZ 5 5G4 G EH =
QTEFEIR R 1L (storiform fibrosis)
@R ZE 8k % (obliterative phlebitis)
5. FESVRE FELMEREE 2 WAL MERAR & - R AR 28 . 1R RENEHRHMEAE
a. EEBEEW%@E
AATERRUVEBEGAARICEWT, BN EEOELHIEE X, BILHRIRE -ERRE (20U vY
(M.kuncz)r)&ét\li&ﬂ’ﬁﬂ;ﬁ%&rt SHITES,
b. IRIEFHRE
LR E X, L ERR X - ERAR L . REEREEDHHMNTREMRZRO S,
AT 3 ATOMREBEDOHE
HMMERICEVTIE, BEECEEREERNEIC. RTOMRICESABRNREEZWHIEBRIZETILLT
5. EMEBOENHNHLOVGEESITBERARKE TZFRS] (EUS—FNA) HIEE2 E TToTHLIEM

ZFLOD FEZMGEREROBRNZIG ATOMNREIZE SR ZIEAEMIZII L8 THE
THd,

<gmohTa)—>
Definite :
DUFEAZ 12+ (3. 4b, 5a,. 5b D351 DL L) EHTED
QRBHE :1b+2+ (3. 4b, 5a. 5b D5L2DLU L) FiHEi=FHD

1b+2+4 (3. 4b. 5a.5b MH3H1D)+A T arzim-3+D
QFREMBFEDS 4a Eil-TED

Probable : Possible DE#E+ AT 3 % -310

Possible*: B REMFEXEZ RIET IR BEFEIEREZE T S0 TERP BMNFELNLEI-I=15E. (EUS-
FNA TEEZRRS) + (3. 4b, Ba,. 5b M1 DL L) ZEi#E-31D

*HOETIIBO TENG2RDAIRERELH D,

@<IgG4 EHERFEILEEE RDDMELE>
Definite. Probable X1 & &9 5,

A. ZEIEBR

1. BEEGREIC TR FMBECUFAL. B ERBIEOREN IR GLEREE B
REERD D,

2. MiRFHIIZE 1gG4 MAFE (135mg/dL LA E)ZEFRDH B,
3. BCREMERX. eG4 BERIR-ERIRA. 0G4 BEERBRBHEOVNTNHIDEHERDHD,
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4. EERICUTOREBMEABZHARRZED,
a. @mETI N\, REMROEEEREL
b. BHL1REFHI-Y 10 BZHE A5 1G4 Bt EMaRE
c. TEZEIRERHE 1L (storiform fibrosis)
d. FAZE 580K 2 (obliterative phlebitis)
AT ar  RTOARBBEOHR
JEESAROBE RNRETZERIES| % (Endoscopic ultrasound—guided fine needle aspiration, EUS-
FNA)ZETHZERED TEHEMMBRICE I TIE, BEROEELGE DEMEBZRNMRIC, 704
N2k BBRMBREBMIBERICETENTESD,

<gEohTIN—>

Definite :
D1 +3%i#=910
@1+2+4a+4b EF-TED
@4a+4b+4c EiFE-TED
@4a+4b+4d EiFE-TED

Probable: 1+2+#4 7L a3 -9+ M

Possible: 1+ 2%i#1=91 D

=1L, BEECHELEDEMSKE., RRMEELLEREROCRRNELNEZRIEFILERE X%
BENT HENDETH D, SHEEFE SV, BERMIZ eG4 BEFILMEEE XHEE TELL
BE.RSICRATAOMRAERZTHOT ICEMBERICENTIENEETHS,

@<IgG4 BEHERF-BRERVERIFFEDSHEE>
Definite xR & 5,

. 2ERIEE

RIF-ETR-BETIROFHGKEGBMNALUL), "AFREIC2RT7LULEDEREZZEDH S,

M&FIZ5 IgG4 MFE (135mg/dL LLE)ZRH B,

JRAR - R AR AR 2 E IR 1G4 IS B HIRR R (58 YL KSR EF T [gG4+/1gG+hY 50% LU £) #5265,

w N =P

B. A& E
DI—HLUEERE. HIILaMF—2 R FvvRILTURKE. SRME R ERSFEE. EMU /B, B
ExBNT 5,

<gMohTI)—>
Definite:
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DAT+A2+BZ#m=THD
Q@A1+A3+BZEHE-TLD

B<IgG4 BEHETERDZHmELE>
Definite., Probable Zxf& &9 5,

A. ZHIER
1. RATR . BRERBICAIOADEEZRD . MRREICTE lgG MIE. EMHAMEE. 5 IgE MADLVG
nhERH5,
2. B L RHHMGEREMR (VFALETEXR. EXEOZHMEEZTRE . ERMHEIEE
(hypovascular) . BERERERZE)ERH 5,
3. MiRFHIZE 1gG4 MfE (135mg/dL LLE)ZERH B,
4. BREOFREABFMICUTO2ODFRRERD S,
a. BRI NEK, WEMEORBEEZEDD, 12120, 1gG4/1gGIE IR LL40% L £ . XILIeGAEERE
HREA0/HPFEIBZ D,
b. ;2EMEEERYEORHEMGRELLERD S,
5. a. BRELUS DOIESOREMRBERICERLZY /3K, BREHBOREERO5, 1=1-L. 18G4/1gGi5 1%
HHRE LE409%6 KL b STIEM DIgGARG T2 B MR AN 10/HPFERB 2 5,
b. IR7LLEDRIR. ETRLLIFETIROER, 138 O REEER BN ETERIR. LLIFHR
EERHEEDEBRMAOVThHEEDH S,

B. #ER&E

1. BREREIGEER AR SRME R MRS IEE. FEARME S RME R IERFEE. EMRELE

2. B LOERIRE BHEUNE, BERBLRERE), BEE. BRB R SRMOEXERF
FEfE. YL — R EDERRBLGE

<BWOATI)—> (=1-LB. ERKEBEENTS,)

Definite :
D1+3+4a+4b%FE-TED
@2+3+4a+4b%EFE-TED
@2+ 3+5a%iE=3ED
@1+3+4a+5a FfE5bFHI-THD
B 2+ 3+4a+5bEim=3LD

Probable:
M1+4a+4bZiE-310
@2+ 4a+4bEiFET=4HD
@2+5a%Fimt=7 1D
@3+4a+5a F-IEEbEHELTLOD
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&®@2+3+5b%H-FHD
Possible:

D1+3%m=TE+D

@2+3%m=TE+D

@1 +4aZifif=TED

@2+4a%&=3E2D

©®2+5b%iE-31D

©<2018 1sG4 BH&E A BHARIEIBE 2%/ BIARE B 2 . $RAE AR AR MESE D SO M ELAE (ROMT D ¥ $t) >

A. ZWIEH
1. CT IZKBEEEZMICENT, UTDESHMRZEDS.
a. BIAREE (DHEADDIREMRE (ZLFLEM)*1,234, LIS EFEEEREEBE
b. BEEZMSREEEICH T TDIEEHEFELE*S
c. BRNEEIEDHRIKEERE (EICHEAIM)
2. MiZFHICE [gG4 MFE (135mg/dL LLE)ZEEDHD.
3. IREARBIFMIC. U FTOO~DDMAMMTRDIE .
a. DB LLIFDQDZEEDS.
b. DOD#ERDHB.
OF AL 2/ Bk - T B HiRR S F S 4R #E1E+6,7.8
QlgG4 EttR BN ERLZE
ERRIRIE 1G4 PBHERLEMMAEE> 10 {E/hpf H D 1gG4/IgG L >40%
IRRIR K  [G P HRA %L > 30 {B/hpf. [gG4/1gG > 40%H DS MO UV EA S 1)
QIEFER R 1E (storiform fibrosis)
@EIZEME2IRA (obliterative phlebitis)
4. fthfigizs CRER-BRFSZE . MERAR . Bl . ABE . Blig, LLIMICSIEDMEE . HDVE, FEBOEE
HZMEEDOHLICEHT IMREERDS.

B.

&

&lﬁ

1. ¥52 1(a/b/c)+3a HBULME 1(a/b/c)+2+4 ZiET=31M

2. #FE:2 3a HAULNE 1(a/b/c)+3b HAWIE 1(a/b/c)+d ZEiF=-3HD
3. %2 3b HBLME 1(a/b/c)+2 ZFiFl=3+D

1 KIMETIIABEQOR/MEEFELLEND, PRI EEIRGE) TIERE/MEEFSIELHD.

*2 [ EREYLGE (BRI ZEHSBELHDLEVNERLHD.

*3 BIRAE(L Ml EEEDAZRE, BRMRE MEME. B BE0E). MEX, BEY /B, Bk,
Erdheim-Chester fEEMDBHEAEIC L HIMEEDEIL THRBTEZLIHEZRNT 5.
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x4 KENAR~ 05 B EAR~ NI B BARE SO R EAR EENAR, L IARIEBIARAS AR BNk & D K EIARD S D
— k/—k DRIZHFRT B,

EBEFUVLEREICTFHRT D,
*6 Eﬂﬂﬁi'@(i%ﬂiiﬁk@ RIETHD 1L EXERCTEFERINSEDISGENHD
*7 FRERE ARG TITERMEL (FTEL U AKX TRAEM SRR R 25, BAZE 4 FRAR KX D [E FE (& Elastica van
Gieson LEEZEARTOHREMNHEIND,
*8 IRIE, AF[E. FHIKESHIIBERONGO R THY. RonbHiREF EFEEDRBAT ROEEEZE L1z
ELTHEELHIMZES,

<EBEEESE>
EEERFERMITERABRICHEL. UTO () XX () EH=TEERNRET S,

(D ATARAMKEHE
THEDATASMNBREITVEREALLA ATAMRBE O L TRABEENEML., B TE
BTWNGE

(2) ATAAFERME
TREDRTAARAER<HEIREE (05~06mg/kg) >Z6MNAMITOTLEMBATET . BEEE
ENELEE

fig 2R =S

LEEBICERBELTCVSEEFE R OREEEENZDLLD

Bl : CKD BEE N FEE—FI VT HFR DR DIHFE

B FEMRENERTETRTUMEARENLE
FRIXEEDKEZ Child Pugh B LLE

S FAEMREN R TETRTY Hﬁ)&?ﬁ;&‘bﬁ‘z&
FHIEBRLGEZHIEE DR 7 e

L% 25 : PaO, A 60Torr uT0)1PjE§$Iﬂlr7§\ﬁ‘fn'§'éo

ZREHE- ME  FREEDFAENFHR T 5. MEHEH

HEINIZFDFHDI=ODRTUTAY
TEK RILEVORERENDE
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CKD EfEENFEE—r<yT

EA=17453) Al A2 A3
[RERE= N
(g/8) EE BEEQR | aEZEAKR
FREHB/Cr Lk
(g/gCr)
0.15 Kjis 0.15~0.49 0.50 LI L
G1 FEXETEE | =90 % = Lo
EEXIXRE e
@ gy |0 R # | ALY
GFR R4 BE~HhEE s T T T
mL/53/173 | 8% e 45~59 H ALY 7R
rnz) HERE =R .
G3b PEE~SE 30~44 7_|_|/_~/:/\ 3]_‘ 5%
D E&F_ A
G4 SEET 15~29 DI 7= I
RKPEFRE
% (eskD) <19 7R oI 7R

2T EEVE K OVEE L0 RO I IS 6 1T D R

1. JRAZWIT WD EEREIR, MR AT L T,
ORI O DEHNTHE LI X R (72721,
RARER B DIZIR D, ),
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WY EICREBR O EN 2V, W
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. VBIRBRAA ST 2 EIEE B OV TIE, MY EERE RO F TR TOR TV ARETH
ST, HIL6 2 HE TR EWVIREAEMIHET2 2L L35,

LB EROBREN FRROEEESFE T T LIZEY L WE Th L3, R ER A ke
DT ENMERLDIZONTIEL, ERERONE LT 5,
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325 EEMECOREKE

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. RE

NLRCAEEEIL NLRCAD FDMEEEBERICLYRIET 5, NLRCAILBAREICEAHLE I TF7
Y—LDERSFTHAIN., TOMEEBSUERICKRYARNN—E-1DEEZFHEINSRBIV.IL-18 &
IL-18 ABRIEAE SN RENERIND ADA2RBIEIX ADA2SY FE&0—RT D CECRIADAZ BIZFE
RICFYRETIEZFERBEER (EHER KETHL, BETIXMEF ADA2DREIEL. Hifz
NTT/OVREDEMNGEENME REZRET SAIREMEIHEAIN TIVS, — A . ADA2IZIEEE
RFELTOERBLHY ., HOHEBREZEDOREICIIRERFIEAOEZFICLIONENEDOHEEDET

FELTWAEHRAINTWS, TALTA T TA4I—VERBOERELGFELLTIE TREXT.
RNASEHZA. RNASEH2B, RNASEH2C, SAMHD1, ADAR. IFIH1 @7, LSM11, RNU7-1 ) 9 DhiERrESh
T, WFNELREORBOCHBENORERHICEE T ERFTHY. I B 32—TJzO  DBE
EEICKYREINEFFET 5. A20 \TOFLEIL TNFAIPIBIEZFNI—FT 5 A20 DHEEERTEENT
AR KYEZEBARBEMER (BHER X THRAET 5. A20 (& TNF-o OHIRERNS T FILEERR
LIZHEHEL. OV T FIEEEMHMICHEBL TSI FTHD, A20 NTAREEICEVLTIE
TNFAIP3 BIZFDATOEEMHERIZEY A20 DFEFRENEL. INF-a T FILZEDEELES
Y. BRORIEMET A HAUDNBRIFEESNRENEEIND,

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&

NLRCAZEEETIE, BB R CREMEBRICMZ BYBRT /0 T7—UERILERBFESHLES
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
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FNBZELEETIN. BESIT.BE. F
FELGHDHEF . MMLUBEICEMTIZREE
LELWKRETH D

hEEMNEEDEE:
HITOFERHERIZENINDLETHS

BESIT. BE. BELGHOHE. ML
EICINBIERBELT DA, FiRarE
DBEELGWRETH D

EEDEE: BIHENDNBEZLEET HDRETHS
Br-EY, RBERE, BICHELRFYEZLE
= I3
A
SN Rk

@ LUToOHMm, B EEICETIINENOFHHERA—ILERAVT. WTFAHDSLULEERRET S,

Hi I
0. fEfR7EL
1. EEHYHMITENAEDHDOFEBIXITAD,
2. LIELIFHIIMY 54, B DS DEAYDEFERMULERLZLIZITAS,
3. HmDaFELH—FRICHERRENERMLEZLELL, BEAFICHIBELELSA . BRICE
THMFRF- LN FTONDED,
4. BREMGHIMOYRIZE260, T3, BiEHMEEMD=6 A —REEOHIMZ EHMICHE
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W

o

ETHELD,

5. HEMGHIMOYRIMNEREIZEVLD,

. JEIRIZL

o s

EEBYRRZEHETHINAEDHOLFRIIITAS,

LIZFLIFRERZHFET H5H. B DEDRAYDZEFERMRELLIZITAS,
BRP-EERAOBR-O—ERICHEREOERMLEZLELL. BEAFBITHIREZELSH.
BRICIHOTRRBERDETEHRTED LD,

BMIMERZE DBILMGRRZEEHTDIRIELDLD,

MUMAERE DBIEHGRREEHT DI RINERITEVLD,

FEIRTEL
 EERYERREHRET SN, BEMLEEIFTASLD,

LIFLIEEEEHFEL ., BENLEBEL’HLEEISHIREN LD,

W N [= O

P

 ELVEREORS. BEEOERFILREMERICE - THHEMNLGIENEAGREEICHIBRSND

L0,
ELVEREDES. EHREEQERE-IREFERICI > THRMAEELN EFIRSN S0,

5. MLWVERRD=& ., WHVELERERECREFARICI > TEEBLEEESAFHIRENDELD.

KW HE J OVEE FE A3 B DTS2 38 1T % B R IR
1.

SR ZWNCFW D ERTER . AT AT L C. WA LT OB EN 2 WIEAITE, W
NOBHOLOZHNTHELL W (72720, YR oRiE 2~ iEERE TH - T,
RAREZR B DICIR 5, ),

L AREBAAGTR IC BT D BAEE IS OV TE, R EEREELO T TIREAT O TV 50K EE

ST, HIT 6 22 H H Th b EVIREZ EM B2 Z & &35,

LB, EROBREN EREOEEEDHEEC—EU RIS LW ETH DM, BRERERE k7

DT ERNEREDIZHONTI, EEEROXIG LT 5,
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179 947 LXEIEEE

1. =
D4) T LX (Williams) SEERE (T, FHEBIRFERREER . RAREDEN . KERF LB R U R
BRI EEZETBETHIOMERE. ZLRADOEHILS Y LANEREEE T DB EETIERE, EK
DEITERDDERETHY . MERISKY EKIHHMZEOME. SMENEZEITGS, ChoDEEKIZ*
L. £ EMICEERM. HL{UNTADPDBETH D,

2. FHE
FER 791123 MR ENKBRE THS, TSRFY (ELN)GEUTIZEITHEGFEEH T, 7q11.23 58
(20 RDEBIEFHNELT D) DEMDBELEFDORE(ATOES) ICKYRET SHBIEEGTFREREE
EZZoND, WHIREIL. FISH EIZEKY EINEEFEFELTO—J TRETES,

3. fEK

FEARTEEZHORRES . FHRXEDEN (RHEHEEIYRBMEEDORENBILD., FHITHEME
HMEZHY. ZH-1TEBEREHY, ). TKFEHKREEIR elfin face (KLVHEIE E. BRFEFE/. NIRAER. Eh
[Fof=UL\EREE . 2ARMLF (stellate iris) . R, LAZFRF. ROAFR, TABLENTHISEENOE,
FRL=AGE) R T, SHGHEE . SAREBEE. TUERZEL., WEHER A RIE, BUOEZRH D £X
MR E (KBIARF LR . REMEMBIIRIERGE) . 8hIILD D LM, BEARERE . SEIIREE. b
FREEB (RIRILE . REBIER.ERRE. BREE., ERRESERGE)ZEHI 5. HAHE. 50
[£. EAETRTENHIRR . FREBREPIE . JHIL IR B (B, B, BEE. BRLGE) A HELLSH, BARELCHK
ErEEEFENmESN TS,

4. BEE

FLREICIE Bt ERS, HELAR. QUVIICLHREEMARERD . HEBRET. FLENEITH
BaimE (EREBB)AZ, PERERYIRY . K 50%CEEANIL=TZRO. FHELELET S,

WEHETFEYT 21 HhA. FEN 216 MALENZRH S, SVAS: KBIRF L EIRZESE (64 %), PPS:
KRR BIARILEZE (24%) . VSD: LD EFRERIE (12%) HEDINVEEREERD . 18% TEMIDBETH B,
SVAS [T TH DD, PPS [(FHET HEMNELY,

1Q (£ 56 THH. REMBIHEE . HENRH/ - 2005, TERMIEEE 84% TRH D,
MAEESZLELT HETNEF, HBMMAOEREAREERVENDBHMELGELBL D, FIE
BRE. IFTANHBERAEENHLND, BIR. BHHNZWV SERELETOEMHBETROONS, BEE
HIRAEITL, DEEST. EMAIELADND,

BABAICIE, EXRMEOERBIZNATME (22 HULD 60%)HNEHONDS, NN EESHREIZLEE
DILETHD, 1EMEW. BR. #HEELE DHEIEREROCEENAON ., REEBREELRYERT, #
ITHERAET AT ENHIRR (90%) . EHATE . AIENRHLND,
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EFMEBLTERIY D Z22LHRBEFIVAIDREICITIENDLETH D, T, MEFPDER
D|ENHY . 'L.\Hfa“sz-r—T)l«#ﬁE‘bﬁ#*:l%fﬁI:B?%L,’C(i~ FARZEET D ILRHAICHER ., REDHER
ZREFATL, SEREFOYR—IET5, THRDRIZIRIEBRREDATERENECH D,

5 F#&

KENARF LR - RAEEMBIIRE LG E | SESFLMLEDOMERELZET 50 DIEESMIEIC
ARG TIAO—TYITHDETHD. EREDKEARFT LIEEICIEFMHAEESINDS DFHEEIC
KDEATEDIRINHET=H  FFICTREBOFEELDFHIERNHLEFCITTET S, MEEFIZEEZS
ZELH D F-. KEIERFFAEF LN 20%F2E (., FIFF &R 15%BEDEEITEED,

500EENDEBREICELENRIET HH. ZOVRIVIEMEBLLLIC LRSS, BEOEMRMEICLYH
FEL TLDEEITIX, BEIARF BT ZE1T o

O E#HEICHELEIE

1. BER(SNREEERZRENRREER
100 AR

2. RROWEE
B

3. MBEMIEEAE
RHEL (RERTREETLV, A DEHHEICKH T HXHERZE. )

4. REDESE
WE(REREERGEXTEBET D)

5. PHEEE
HY (ZERKBOZHEESHY,)

6. EREENLE
1. INRBI(18 F K i)
INRIEMRFEDKEDIEEICET S,

2. B Al
HERXMEDEBELDHY . BYEE -FMIZE->TENYHA DEETI EL EIZERYT 558
O 1EHRIEE T
[ EAMABERECSIIREBREDERELBELAREHEYN PS MBEICKSRERIT - ARARH ]

MRARE ia#%[ﬂk%ﬁé[ﬂ%ﬁﬁnfﬁ EHER LRERE

LNRIgHRFEREBEOZER- BHE - AT FRIR ISR S8R
MARKE BIRBEERMRtEVE— KRR LHEB

[EFRAZ (LI L -3 LR BE SRS D B2 AR 4R £ CRE 3 2 2 R MY - AR AUAR 5
MERKE BEZJKRKFEFIEREGE LV FI— T /NMNEGERER
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<BHrE#E>
A. FEIR

RPN DOAREES ES K. FBHREET. RAFEREED : elfin face (KLYAAIE E. IRFEIB/N. RIRA
B, BNIFOMERER . EARUIF (stellate iris) . &%, LRERF. ROAR, TOENERTHOLEL
AE. L =06E) FMGL AR E (KREIRF LEMRE . RIEEMBIIRREZE) . RARMNES -8
S RE . SINE. THEREELLE,

B. BZFHBRE
SREABREBETEN BEF425870—T T FISH EIZKY 7911.23 IR EL£ERD D,

<zZWoAHTI)—>
Definite: AQERZEHEEDHT. BEmi=3H D,
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<EEESE>
1. AP

TERICERETIEENRET D,
-ERMMERENHY  BEYRE-FMICE->TEHNYHA R ETI ELEICERET 5586,

NYHA 7348

1E

NMRBIHHINZKFBICHIRIEEL,
BEMGERFETIIRT . BiF. FFREY%. XEHHE
bR (M) EELE0,

BEMNMPEFEOSKIBOFRLH D REFFXIEBETERICITEER.
BEFEDIS., LLEMENFEBIZ L, BE LR, RESTEE) TEF. B
. RIS, KEH O ERLE MR EET S,

mnE

SEQREEHOHRNH D, TEFFFICIXEIER,
BEFEDIL. BHEBIZIE, FHBTEE) TR . BIE. TRER. K&H
BVNIIRILE (R E4ET 5.

DNMERED=HVAELSHREESLHIREN S,
DAREERORDE (B8 NRF#FRICLFET D,
HIDEEEEFFHTINONIEET D,

NYHA: New York Heart Association

NYHA 3 5EICDOUL\TIE, LT OERESEICHRT H52LET S,

NYHA %38 BRESEEN RABRIENE
(Specific Activity Scale; SAS) (peakVOy)
I 6METs LI E HEED 80%LL L
Il 35~59METs EHEED 60~80%
I 2~3.4METs EHAEED 40~60%
v 1~19METs LLF TEATAREEH DULNE
HAEED 40%KiH

XNYHA 7 5BICEZ 1200595 SAS [FAEULVAS,

[ERNEHIT2METs, BHE S 1T 3.5METs, SUAKIE - ALy FRIZAMETs, 345~ 6METs, BEEE6~7METs]

EEBLEDERELTHELE.

2. INRBI(18 BRiE)
INRIZMHRFBDIREDIEEIZET D,
GABRDTHIGERIIFE 2R EFE-THE,

F2E#
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F2HE | RODILQFETOVTNAMNRHENTINDI L, Dfifie M IE (U HEHA M E
40mmHg LA L) . QR BIAREE S fE (A ZE—RMENAREEKZE 20mmHg LLE) . @2
EULOBEERER. O2EULOFBFHR. DEERE 20mmHg UL EDKE)
ARIES<E @D EMLSMGE, EEMEERA DESER DEHBS XIS E
BEIOv) QEZEEHE 0.6 LIT. @D MIZBLL 60%LL L, @EEZE 20mmHg
LI EDOXREAREIEELE

GIR:-BEFEHEE~EENEE+AS)

2T FEYE N OVERSE S0 B O I S 35 U 2 B SR

.ﬁ%v _%wé%mﬁ%\@ﬁﬁﬁé_%bf\%%%@Lm%&@ﬁﬁﬁ&wﬁA A
NOFO L DOEHNTHZE LI 2R\ (72720, Yo 2 R~ iRIERE Th - T,
RATREAR B DIZIR D, ),

. VBIRBRAAZIC T 2 EAE P BIC DV IR, U EEE ELO T CIRIER T TV AR EE
ST, HIL6 2 HEThRbEWVIREAEMHET2 2L L35,

L7k, EROREN FRROEEE SIS T EM BICY LARWE TH L0, mEEeER 2 e
5 EBRERLDIZOWTIE, EREMROMNSR LT D,

]
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60 BAABEMEM

1. =&

BETRMHAMNE, RO TROKBENMELHY . BHMNMEBRE RS EETHD, MEKE
VEFBTLELETOMmMEREL S TIEAL BAEFITIFEMEMm/MMRBEADZIT TR mMEREILIE
BEWNSTEEH D, ZHD=OIZIE. hDKBICEDAMBBDELZRNTIBHELDH S,
[T BoHLWVMEE L, BREERBUEIRS (MDS) DRIGEE M (FAB 758) THd, B
FRENREFMEFICL>TREISTWAILE T HREMKREANES OE U REME O MK
(PNH 24 ZMER) 4> HLA V5 R I PUILRRMEMN R E SN DG EICIEBEF B HE M EFEB
M 52 EMTES,

2. RE

EMHHEANRD T HEFELT, REFZHEFICLSENHHEROEELEnFHEB S
DEHEED_DONEELEAONTLD, AREBETRHENOXRB A X EMEH ML
BIRMICEET D T /RBRE, TNICHSTEASNSEMIMNFIME Y A MOAUIZES>THRET
2. FS . TUUNEKICEDEMBHHIBDIEEEZRET DR AN FEONDDHEIMN . TV
NERDZENELEDEE BRI ELZRESN TR,

3. fEK
(A MK

EELAR. BUN. B1E. HFEV. HIEFRE. BEE.
(2)H MfERm

REEPCHIED AR HIN, St S, £4E, EEFITERRELM, Him, Ak
EHIm., fRHmbAOND,
(B)REEIEIR

EEHITIE, FBRIKBEDITHESBRICE TRENALND,

4. aEik
XEERE

BEODHEERICIELT. AESOELE7/d BEMLICHET SL5CAMBKEREFR M
KERIMT 5, iFHEREA 500/ul KRB TREEZHHELTLDZEITIT BRKIO=—FIK
EF (G-CSF) #5795, M/MREASTF/ 1 | FIRLEVDLZNAUTITIETL, HhERHIE
LULMSAICITEELZH ME X mAREEAH S0 T, HMERZE A A F B A% M/ My %
15, BH . RAOBRLEZSH LTV SIS S FHMERNEET LIEAZ LD T, M/MrE
1~27/u | UEICHEDKSICEEMICI/MREMETTS,

125



SAE D FMEREMODF-HMETTF M 1,000ng/ml ZHBZ ZH11Z%F LTI % 8% B EIGE
& BIEEEE LRI A-HT 71509 %535,

EmEEEBEL-AER

OREMHERE. QFEARMERATOANEE, QrAVRKRIF U ZRAKEEHE (TPO-RA) . @
EMEFHREBIELNH D
Stage1 BT, Stage2a IZXt 9 B8

Mm/NRAS 10 B/ 1 | RiFDEELEE-FIH5E(Z(E. 3.5 mg/kg/ BREIE DL VORRY %A

L. M/MROEFRMERDIEMAHADNGENNEINERET S, BETRMEEMDZMEESE
W= IHEAETH, IM/MRA 10 B/u | LLEDBIEREREICESIBMAETIIEL O, #A
BTRBZHEIHN. EHARIERATAARONREHD, 8 BRUELESIVARKRYUZERSLT
HLRIEDBHLNT, MBREADHEITT HIHEEITIE, Stage 2b LI EDAREAEHIZELTHET S,
Mk D DETHEMEE L, BERTRBZHET 5. TPO-RA F-EERREIEARATAA
FDRREHD,

Stage2bll L DEEE CTHIMZLELT HHIICKT HEHE
mERRIAIE Y < E T 0T (V% ATG) Fz[EDE-FATGHE MR Tk
FaJyy (HHE ATG) . YARRYLAELUIZ TPO-RA(THSTILMAVR/T E-13OST
ORFL)D 3 FIFFRAREDN. 40 BRI T HLA —HRERZEET 6L TIXEEEBHEZT
5. ATG EVVARRYL OHFRICEY. 6D BENMMFELLHETHET B4 BT
IVRBVRNRTEHRAT HERMENB S RABETRRMEELICH T SFMGERE FHE
RO RMEFRIT 70% LU T THS=0 . B T REMFIFEDOENGI RN,

HAGICRT HAK

SOBARRY RO ATG BNENTHO-BEFRMEEMD 50%~80%I|Z TPO-RA DT )LAAY
ARG EEIZOITORFLNESHT S, CHIZK-T, EEIFMIMKEENHELLEA 15
O, EMBERF—D oD EBEHBIEIELSLE2FLEN-BEOHGYDFIHNESN TN,

HE.FEEFCITERMAIBICLITLIEBEEENHON L0 FEk-IRKEKFBROEM
PEEREENGLMDS LOEAIITHRHETH D, COT=-HBBRAHIIHEIZGCTRES S
EhHb, REREIZED (REMFIEENNEOTV) BRI EIODHIEICH AL A8
HENRBHIREMEEL T, PNH 24T MER-HLA V5R | PLIILRKMEROEM, miErO2 KRR
IFUEE (320 pg/ml LI E)EELHS,

5. F
MOTITEREF D 50%MNEELURNIZETET BESN TN =, BETIE., InEYE. G-CSF.
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M/NREIMZGE DXFRENFEEL, RENMFIERECEHBENRERBRAICITONELS
[CHEot=1- M7 EID MM A ELGEDFETHEL. OFIDBENRIEFTHL51TH>TLVS,
=120, EFRBEMDIFRIREA L OIHL, G-CSF H 5% BLIFhERAEMLZLMIID F % (TiK
RELTARETH D, Ff-. REMFIEERZOBEHICEVTL BEFRHEONNBRLZY.
MDS %> PNH IZ#1TLI=U 3 5HIHH 5. Thodlfailure ITGKREEGFENFEOoNHBID
& 50%5THd, — D EEHCREERRIFZEBLIGIEREMGIEECELSTE
WELET . EHMNGFRMBRE M - /NMREMABELLG> TV A, RIATIE. ShoDFIDH
FEHMTPO-RAIZEH>THET HLSITHH TS, FRMREMMNEELDEBERF - DAE-FF
BEEGEDANEIOI—LADERDNENS, -, REMGIFEAICIVHEL-RALEEFSH
D#I3%H MDS. ZD—FHA 2B M A MKITIEITL. $95%H PNH 128179 5,

O EHDHEICVELEE

1. BER (SN 3 R FEERZRETRESER)
7.5938,348 A

2. HIRDEE
T (EMBMEEBENICEETS T UL/ BRAALADERICE>THEBINIEEZD
nah. zOEEGFH, )

3. MERMLARA &
KRS (k. REIHIEE. BARILRTOA/REE, TPO-RA, MMM IELE
HHHH. ENBMREEE T IMEEEIRMICHRT 57 A FRISN TOAEL, )

4. REIOEE
PE (REEH O—EORER RHREEBUI-BE G E I FELDS TPO-RA [C&->THH
EU Y. E YN IR LR M - 0/ MRE M ASBHE, )
HY (FRIE=LD)

6. EEENLE
BATEMHBMOEFEEZELMANT, Stage2 I EERRET S,

O 1Rt
MEFEMEmEE 2B v 5REMERLL
MERERE BHRERNKE K- -BERE B8R =8HF
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<EMREE>
BETBEHBAMmMOZIHESE
Definite ZxtR &35

A MEBREMRR
UTMDOIEBNSL, DikEd20%m =9,
DOANESOEVEE :100g/dl Rif QFFEK:1,500/u RiE Qmm/MR:10 B/ul Rk

B. BHREMR

LUTD1).2)00WFhMDUEZRDD,

1) BHZERAR (VOYMEREZEL, ) T, EZHMRIEFRAELTERDT 20, BLBENES
HLERBEOFD L) NBRILEDQ LR H D, E MO ERKILIEE TR,
2)BRERFMR TELMEORLHHS.

C. #AIZH

NI DIRE EEDHLUT DIRE

BHfE. EREEMBAEERE . SHRHEE. SHRMFRERRBANEIOEVRE. ERFERMEER
. EOEWREE. BEY /B, S2HREEHIE. BHEETTERE RTEE. FIRETERELGL).
EHMT)TIN—T R MRERERE. BRFEELGE,

<gWohTI)—>
Definite: A & B Zimf=-L. C Zf&4L1=£ D,

D. 5ELLLREMR

1) M TR IR O R BB/ MR E S OIEINHELN,
2)MERKMED LR EFMMBIESEDETHAH S,

3)MIEHAD MRl TEMMBBORAD LAEHBEBOEBMERIFELH D,
4)PNH A/ Tk AR H SN B,
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<EBEEENFE> Stage2ll EEXHRET S,
BETEMEMDOEEERE

Stage1 B}4E TRUNDIGE

Stage2 FFE TEADIEHMDIH2IEE L LEZEHEL.
§FehEKR:1,000/ul K
/iR : 50,000/pl i
AR MEBK : 60,000/ul FKi
Stage 2—a FMBRKEIMENELLLEZLED,
Stage 2—b FRMIKEMZENLELT DM, TOHEEILEA 2 BEARXRFEDLD,

Stage3 PPOEE TRNIBEHDI>L2IEH L EZHEL. EHAMGRMEZLELT S
4FehER:1,000/ul K
/iR : 50,000/ul K
AR IMEBK : 60,000/ul ki

Stage4 EJE TEEDIEHDS>H2IEH U EF#ET-T
47 ehER :500/ul K
/MR : 20,000/ul K
AR IMEBK : 40,000/ul ki

Stage5 FEHE FHEKO® 200/ul RFBIZIMA T, FEED2IEBEHDSH1IEHLU EZ®B-T
M/v#% - 20,000/pl 338
@RIk - 20,000/ul EK i

) EHMGEME . B A28 EOFRMIKEMA BEERFELND,

KRR IE N O HSE LS OIS 236 1T 5 BT

L. A ZWHI N D BRAER | *ﬁﬁ}jﬁﬁﬁ% ZRIL T, W AR HE RIZRBR OHLE DN IRV E
i3, WTFNORHO b D2 W T HE LKA R (7272 L, BRI ORI 2 7~ 375

RIEREThH > T, MERAEER D DIZRD, ),

2. IRFRBILARICR T D EIEE IS OV TIE, YR EFRNEEO FCIRRMThNT

WHIRIETH - T, 5L 6 22 ] TR bV IREE 2 RET D HIWT 5 2 & L 975,

3. ek JEROREN FREOBEEE S T —EMU LICEY LRWETH L0, SRE

WEEMGET D 2 EBREER L DIZON T, EREROMNRET 5,
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61 BE®REMAEMEE M

1. =
BEREMAMMEE M (AHA) (X, FIXKEEDORREERIET SEEMAEINELESN ., MERKRIG
DER. FOERMNMEETEZT. FOKOFGHAELEMR (BM) L. BAMEXIHRETHD. BEhK
DHBIZDLENSBEDFMIEVELFTHADEA M L, BRRZER - FEOETLEREICECTYE
ISR LIEMINS, HCHAROHBRERBER LTI ADO R, BBRMREE  IFREHLE
BRAGERIOATELGLIFEEL ORELAET 5, BEERAKROFOKFEEDREBEREICKYENXLE
ARD AHA IZHFESN S,

2. FA
BERERFZOBILIZIT, BEORELERDRFALHNFRRBADOERANEZ NN, ENETN
DEFEMEILBERATH S, WIRTIE, AIHA ITEFTLHEHERERROAILERECEREERHIERR. IR
BRERISEHIRAE>TELLIZERFHDBETHILEBLTHDNEYLEEZLND, TDOH T,
BEREFE, RERORHA. RILEVRE., R BECENREDORILEFRICEETIEEZS
nad.

3. fEK

(DBX AHA-ERIRBIEZHREICET AFICRBRETERR. 2 5FEH. 07 2. FREZ, ZHE
EEHSITELHY  AETOEVRPZRIZLERELS EEROBIICITB MO EITIRE. (L it
fe. ABAELEANBEET S, RIEShTEMABILENIELH D, BELFFLHH. AR
[ZIEX BRI B S22 0 HRETD YU RHEXIEENTH S, BREDOMAEL 32~48%, $FFK %M
INRB AR BER (ITP) 2 & 65T 51585 T ) 7 X (Evans) IEIEBE S,

B AIHA Tl BREICKIERI—LRARBARED LA H D (V—LXIZHE AIHA) , ZDBE.
ABREEV—LRHEBEREETHNIEL, TILHTLEI—LRARBRETIERHEBREN LN D, -, B
ERMEBRKEER AT OB CRAEMIEI—LRRB TIHIAT 523 TES, BERMEKIES G DE
E(TA—Y A AR —EA RIA JR)O [gA/IgM [T T 50— L RGRBRLZIIERATH S,

(2)EAREFRIE (CAD) - BEERER ILBFMERBREREZTICKEEDONDHD, FHRMEEME CAD DHIE
(TEITHENSBEBRONERT 0. BEARBICLDBFNREEERDDIILLH D, BIREZDMER
LT EERG-BR-BENOF7/—E. BRERE. LA/ BRERLGENAHALND, KEDRIKEBE
ROLEM., FRRIEZITENTH D,

BIREMEEANES OEVRIE (PCH) - BRETIEHTMI/PNRDOBRERMELHAADERERE A E-
T, UHT&LRoN-BHHEOERHITIE. BARBENBOREOFRLLY . BEERE O D
ERNBMENEIOEVREET , RIBEDET. AKDOEBAOKRE - FAVNVGEIZE>TEF RSN S,
EABEI oMY ~HERRIC. EHE. MkE. BfE. 388, B, THA. BERICOLT, BEL
REBEHD,
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4. BREE
BEEDER AIHA OAETIE, BIBREXATOARE, IR, RENFIZENZARIETHY. ZTDOS56EE
REATOARENE1RIRTH S, RABIDZLITEERIBELESD T, IILOHIEEH A LI EOBRBRER

PR ORENHREL, BIBRRERTOMNEOFFZMHSBMTRATIDONRATH S, BoBFFHED 80
~90%IFRTOARREMTEERNTREEEZON S, CAD RU PCH DRAAEEIT L REARLER
#IT#H%, CAD DRIM(Cx LT, #{A Cls [CH T IHAE (RFLUIT) HEAFESN B MICH T 2 HHF R RN TS
NTW% R - A EICHKRERE (UVT INT rituximab) DHAENRESN TLVD,

5. %t

ROZiBEED, NEOSEFBESIEENZ LV ER AIHA TERKEBOLRVVMFRFITILAEICKY
1.5 F£FETIC 40% DHEEHITY— LA (Coombs) SHERDIEHILAALND, FFFHME AIHA DEMFEIE. 5
FTH 80%. 10 FTH 10%DEFERTHLHN. BIETIEFRTIRTHSD. BEEHHEM CAD [LRERE
%2~ BEDFEBTHERLERLULGWL, Yo/ BIEMHRBIER T ALDOEERERBICI>THFRIEL
20, COGEETHLAMAEEDHPILELGLHEFDEN NEDORERREERMED PCH [FRENSHALL
LEGEATHRY 5, BUOVBAMICESEEOERLERMINE—RICFRIEIBRIFTHY . BHEALOER
EHDHEIFIELN,

O EHDHEITHELEIE |

1. BER (S 3 REEOERIRETREER
1,178013 A

2. RIRDHEE
T (B RELHTEEIREEND, )

3. MBMIARSE
RHES (RAMARESL., )

4. REIDEE

HY (FARIHERDZEEEHY, )

6. EEENLE
MEIMER O B REEAnME M (AIHA) DEEE S FEITH VT, StageBULEZEBREHROTR
£ %,

O 1AM
MERMEmEE IR 5RERIL
MERKRE BREMXE nRK-BEAM HR =8 HBF
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<EOBREZE>
Definite 23R &9 5,

A EIMEE D CX) DBEEERE=T .

B. &R
UTD1XRIE2%&#H=7,
1. REERMEICLDIERI—LARRLIBETHS,
2. V—LRHAERIEMHITIE, FMEKFES 16G SE (TA—HARANJ—(FCM) L, RIA JEICTE W),
FCMi%: AybAT 16 EHYRHNEREZE | EEEHFH :5.5-16.0
RIAi%: AvbA 7T FRMERET-Y 785 IgG 73 F . FEEERFH: 20-46

C. BRIk
FEfESEMANEREM (RESHM. FERAMMEERE) RUEFREREESMEE M

<zZWoAHTI)—>
Definite: A & B Ziiif=L. D C #&R4LI=1D,

(X)BAMHEMOZEELE
TiED1E2%F#E L. SEFRMNILI-BD,
1. ERERFTR
BEmMEEBZRDS,
2. REMR UTE6EBEMDIHL4EALULERDS,
NANESOEVEERT
2)#A 7R M Bkt hn
MEFFFEEVILENELR
4)FRep-{EchonE AREEMN
S5)iENT T AEABET
6) BRI S IKIE
3. BAlEE
ERFERMEEM. BRHEMREFERE. FEME. ERXMERMEKR REE MR M (congenital
dyserythropoietic anemia) , FFiBE&KE ., AE 1 HIE,

D. MBS E
LERDEZEOATI)—ICKoTAIHALZET 5%, EoITHFMEKE ERADRIEEFREICLS>T R
K B7°C)D1E, AR (4C)D2)RUIIER DT S,
NER B2 REMHALMEE ICEXAHA)
FRRIRITEBIENKEN FENIMBFICL S EE ) — LRAREBR TGO H . X ILIgGEMIARL D DR
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SNHDONRENTHAN B RRILEARIMNLRMETOAEEDZELH 5D, ZHE2). 3)DER
k- THLLY,

2)EmEEFRE(CAD)
MERICENGERMOLFALHY . ERRBICLLSBMOBAOEEBTOAAOND, FERME
[C&HEEI—LAFHRBRTIIHEARS P EEEIND,

BFEEMEANES OE U FREE (PCH)
ANEJOEVREHHEL, MFPRICZHAEALSE (FF—k- 52 F X421 F—(Donath-Landsteiner) it
K)hEHEND RERMUBICLDER ) — LRRRTIHEARS N EREENS,

UTFICE->TRANFEERASEEITON. BEHBOMRELZLIDIE. RAELTIEETHEMEDAHAZ
HEET D,

A HERRXIIIZEHHIS6MNAETITERET S,

M HEERBXITZEHMS6MNA LI EEBET S,

R ERERBEEROL,

R RITRIIMEA T HEREREZED D,

E. 3EmMR
1) ZEICIXFRMmMKDORREFT R GRIRF Mk, FRMBEELGE) LSBT0,
2) HRMEEXAHAIER S M/NMRE D EBR (TP) A EHT5ILDH L (T 7o REER)  F1=.
ENRERMEOLFZFEIEEEIALOND,

3) EABRERETOAMIFNRERMEAMETAHLEARST . BHBTELRMERERT ZENHD
(BEOEEARERE) . BEASEHR EMRERERY)—ZUNNEEDIGEF. FHEEDK
WERBERLIFIFHETED,

4) EREBICIZIECRERE. UOITFHERER. U\ BIEMHERER. RESLE. EE. BEE (127
FRXRT, VAN R)GENEEND FHRUETRBAPRICINLDOERENBERILTEHIEAHY ., TORRT
EEHROIRNGFNAND,

5) EFIERAMAEEINMHENTHLAHERRMEICIIEERI—LAHABRIEELLLIDOTEET S,
DWICIIERREZA, ZFHPIEDZE, RFREERAORELGENSE(ZLGD,
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<EBREEDFE>
Stage3 LI LZFXTHRET B,

BofEMEFMMEED (AHA) DEEERE

stagel 8 JE EYREGLVICEMELELLEL,
stage2 HEE EWMBRENDET ATIOEVERE 10g/dL LI E,
stage3 OVEE EWEEFEEIEOAVET AEJOEVEE 7~10g/dL,

stage4d E JE EUMRESIVCHMABET AEITOEVEE 7g/dL X,

MGZWIEYE N O BAEE S OIS IZ B 1T 5 B EFIH

1. Wit2h _%Péﬁﬁﬁﬁ\ﬁﬁﬁﬁ%ﬂﬁbf DWEYE FIZRRBEOBLEN e WA, W
NORIO L DOZANTHAELZZ R (7272 L, SEmORR 2 R RERE Ch - T,
RATREZR B DIZIRD.) o
2. IR IZIT D BEIEEASFHICOW T, EUREFHIERD T TIREMTOIL TV OIRETH
ST, HIT 6 AR TR b EVIRIEEZ EAIAHIMT 5 2 & &35,
3. 7B, IEROBREN RO EEE NS T EU RIS LARWETH LN
ZERRER L DIZHONWTIL, ERERONG LT 5,

'x:mh

NS SRANESE g s g S
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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
AT FTVATT 2a\)2T)MARAFESN . BT HRIEHIFIIRAREN TS, SRS
TABISKL T BAREIRRITRH T HEEE (RT3 TS5) ~DYYEZ L D BFIZxT S
EEF V)OO LEOE (BERA) EEA LG, BRETR2ITHLTIE BAEFREAEMIZELS-
BEREITON. BEEDBHAEEMHIEN S EHEERLEVHNARSN S, B THNERTE
THNEMISHL T, BENHNITEIMZETIN, KRS W TEEFRMBRE Mg LoD
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, BREREOETIZES
RIMERE D CBEE Lz (1/4) EBRE (1/3) DNELRFEE LD, FRMARE LA DN DO, FKIZEHL
BEHETITHEEIMEL(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.

BER (TN I RFEERZEELRFTER
9 959844-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
PMRAKKRE BHEMERREXZ/MR-BERNE R =8 BFR2) EX
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<EOBREZE>
Definite 23R &9 5,

A BREmMR
LUTD1)MhD2)&#T-7,
VDT)AVIWKRRITFZFOILA /I b—IL(GP) 7o h—RIRE B O RIBFRMEK (PNH 24 TR MEK) 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) BRERFEIEM(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 fEFeitdn Rt A s B R I 1 M /N RB A

1. B=E
A EAE Y /D E (immune thrombocytopenia, ITP) (&, M/MRIEEB(Zx 3 2 EH DA HE
BHL., M/MRICEE T HER. TELTERBICE IT5RA R TO M/NMROFEIRATTEL . m/MRFED
#RITEHORERKETHD, E HFEEMMUBDEENREEFEEIN T EERICHYT 5, &b

th v 1 vIN A TA NS
2 Hh

Z0 BRAOHMEREES 5, BE. FllK, HONKRICEREZROT . BERTOERKELRDE
TLRONGBV TP DTS TLRNABHNEARTHY . M/MRBDEL-oT EREREC, KH D
EE5ZRNTDDENH D, MM LI, M/MRE 10 B/uL RiGEST . RIETIE TP IZBWNTIE
M/MRIBIETTEDHELY | M/MREEDIH SN TOSIEABRLNIZESN TS, /MR E S HEL
BHEZKKIZHLHESL, M/MROEABEZSISEILTNDEEZLOND,

2. [RE
RRIETATHY . A EERF ZBALHCSN TG, /MR ITP TREVAIILRABREOFIHEET K
TERELTEIDEELH D,

3. fEK

INRITP TlE. DAL RBRENZLDZERTL. RBICHKELEE HNADRBICTERARET
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, CnoDE MERIEAISFRINGGEISHIEN 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
HMERNERT S, CNoDEREELIGEFARDO L BIBRERTACMRPHYIIOT)VRE
BURITIZ . I/MREMEEET 5, — A, BEICEIHTIM/MR3B /UL LT TH-TH, BED H ME
FALNZ2SLVVERILHY . COEBIINETOERETES THS,

4. jaEik
ERVENEEDSEE. FTREREZITICLEZHEHRELTVS, —A. REFREOHRDLNEE L
EQVEREMHEETE. F—EREGFEBTRERTOAN LS, BIBREXTOSARIERAARIZH T M
IMROERSLUVIV/NMRBE S RADEEZINGHT 5,
HIEHR6MALUERBL, ATOAFDHBFE(CTI/MREMHEIZFTELUVERS . RTOCFDEIERAN
BEEGAERIFEBHMICRREZETI. BENEDOR, ATO/NERECTEBINEZ LR#THLHEHE
[CIErAVARRIF U SRR EBEDEIS 1D,
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ZOMOBERELTIE, A7/ 0T o REFIERET—BETEIHHNSEICM/MREDEMA
HfFSh . SR FWRE., 25R, EEGHMEGERIITI/MUEMALERICIIERATHS. EE
HTHOAEDHONDHECE/MMrEanLE RSN,

SHIZ TP MBRETOILICETLERDBER. BRGENZESCEIIH D RORIERDERH
o, M/MREZE3TH /UL UEICHRFT ADICLELGR/IRORFEDERICEDEINETHIHLEMA
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,
BEHEIZEY  ITP D9 60% MR TAARELTHIL/MRE 10 B/uL L EZHIFTEDLSITHS =1L £
NTERY DS ~20%IFABICERME (HHOITEAM) T, BMICHT IBRELEENLE, /MR
BABFH/uL DEEMHFTENL A ME XL TRTT HHlEFENTHY . EELE MM/ x
3B /UL RBEDIEFIZRoNDTENH D (ZLIX1H/uL REDEH) o

O EHHEIHELSHE

1.

BEY (K 25 FEERZIGEILRFER
24,956 A

- RROBEE

B

. HIREERERAE

RMESL (BLIEATAAMKEM)

. REOEE

DE(ZFIRADATOMERNDE,)

HY (BITORERBARMAEEODEEEEZMHERILCTHED

 EEESRE

MEYD ITP DEAEE 7 FEEFHLVT Stagell U EERFRET D,

O 1T
M sk E R EEICR I SREHZ]

MARRE BEZIDARFEFH
*

e RAFRZRERRBALEMES BiR HTERE
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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. REBEMR
(1R MK
O/
M/ R100,000/uLEA R, EENMEKEL D L (T M/MRURDICEET 5,
QFMEK R U A MEKIT . BAELBITIEE., EFITRMEFEHRZEEMEEL . F-EEDO R MEK
BiEERTENH D,
(2)B#E
OEHEZBRILEELZOLEMN
E#EKTM/NRITEREREDDZLY,
QFRFERE LV EKDOERIFIL L, BRELBLICIER
SERIEK FRIFERLL (M/ELL) I(FIEEE T, £ARLLTERKEEZT S,
QB REFHERE
M/MRIEESHERET DTG (PARRG) IBE ., LEITEEZROLNIENHY. s FrF itk
A SR BT S0 M /MR E LS O /MR AMEIZ S L THEMETRLS5,

3. M/MRIBADZERZLIDBZREBEBETED. X

4. 1 RU2OFHERA . SHIZ3DERZH -t (TP RE A SRR R & M /MR D D %
TF . ROZERICH o TIE, M/MREFGRDEBNSEIZLEENDH D,

XI/NMRUBDZEET HOKE
BATRMEN, BERERMBERE. BIME. et /MRE AT EBE R . ZH(C &5/ R
iE, BIRRA. ') VIR E AR IREE, M/MRBIDZE-T R RMEHRE . AEE . HIVERIE | XIS
SHREE  RUEMREMNBRRE. £HETYTI—T R BERYL /B, BHEELS . BEENERN

REEIREE . BHAE TS BRI A M, B R Y ILaAR—S R, SRR
e m RN ’ A il Lok, =4 o

FEFRSF BRI E i B SRR A= A BB ENH D BEEEIT DL T, $FIT/N

BOIAIVAERBRRREACD A IV RE TV F U HERITAE L /MR A (45T A Hip A S B

BEMEM/NMUBDEICED S,
SR mM/NMEEAEELTIE, RJLF—)L- X—1) I (Bernard—Soulier) FEI&EEE . 94 AT Yk -F LKy

143



F (Wiskott—Aldrich) FEIEEE . A1 - A1) (May—Hegglin) FE{&EEE. HH /3w \ - A1)k (Kasabach-Merritt)
EIRE L ENH S,

<gWohTIa—>

Definite 1: Ri§MiEZE TM/MRA 100,000/pL LLF Tt D MEKICEE ML, M/MMRBDERS thDHEEH
£ TR A

Definite 2: R Mi&ZE T /MRAY 100,000/uL LR T, D MIRICEFDEENHS GRMEKDRZEE . 5 inEk
DR REEFET-1EE. MCV., BIMERS B DFHERH DV NERBICEELHD) N, BHRRECEESMRE
(& MDS TROoNAFEBEAREENRBOONT | M/MRBDE R T HDEEIE TR A

5. 5EFF1E
1. ERRUVURR
A. Ik
M MmGERHY . AL IR UTHMGER | (FERE REH R EF LA,
B. R#§MmATR

o T(HMEKFERESHY IHDHL KM FRMEKF
(MDS) BRI D - B HEREZRD D,
o T[HMmEkEL 1A 3,000/uL KEDIHEH DL NE 10,000/uL LI EDIZA L, HIFECEEFRRHE
m&H 5L\ MDS SR D= BHREZRDH B,
o [MCV(TEHFIMKETE) 1A, 110 LLLDBE T BHREERDS,
Fi/NREIE, 10 B/uL LR ITP BBED - DI EHETH 5.
M MERS B | THFHERD 30%KRiEmHDLNE) 2/ SBRH 50% LU EDIFE L. BHREEZRD
%,
C. ZDth, BELLLHBREMR
o T, £ LLDHBRE (TFFR AR L BHE R & /MR AME (ITP) BREITHA
DRETIEEV, REBRENTHAXIIREETHH>THLREA LT S M/ M B AR
E.RARI/MMREE, FOURRIFUEK, WVThERRERSNDORETHY .. Z<DOMEERT
EHEITEETHL-0)
> THR/MEBECRAREIDBEDISEIL. TP OAEEMEAERICEL, BEDIEEE
TP #EETEHRLDTREAET S,
> TRRIM/DMMRIEE INSEDIGEIE. TP OAREENE L, EEDIGEL TP 2B ETER
WDTRERET o
> ThAVARRIFUEIL SfE. EEELLTHOTHREA LT S,
> THBs filR1. M1 HCV K IO B D ZE . BRIZH DB THELEZE A TESHEL TS
HERIFRENET D,
> IAyansa-E0EI. BE. BENTATLRERET S,
o [FHBREIIDVTIIBREFRLGEICLYARMIBBOCERKBMEMELLLIENHLID
T. BB CERERBENEETH>THITP RBEALT S,

XY

EBEEHYIOGEIX. AlE. BHERRIERE
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B8 R I CTERMRNFEELTLSIGEIERETELRL,
[BEHLEARERRIZSNTMDS CLIELIERDHONSLEEKEE (59-. -7, +8, 209-) 7%
EERHBEEIL BETELRLY,

el A

EAIZEOIE TSR TEEV I LB BINTLSEFIL ITP EBBFE TELLY,

HHEEFTDAE

GABROEE] TEELISARIE TP BEOHIBHMEEELEL,
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<EEERE>
EFEE T Stagell L EEZX R ET D,

(/M)
e oin AR Rl b SR BT 4R TR M4 /NG i EE R R EE
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)ﬁﬁ’%ﬂlﬁﬁbf WAk
LRI Ot 2z 7 IRRAEIRSE Tdh - T, i

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

2. 1BRBIAZ IR 2 BREE A FICOWTIE, @Y EFHERO T CTIREATTHOIL TV S HR1E
ST, L6 7 H M The b VRS %E%ﬂ#ﬁfé LT B,

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 BRI TRF Bk

1. =
FREFREBIIERMEEREEMSMAMBROZRRVERFAFROERBEFHET HEEFHTHY.
MR ZHTHD FFHERBOREDFEELTREL EREEEREIZH TEN ., BREIFEERZEDL
LaM LTRSS,

2. [RHA
BRUEBUEFRFRBIFEETHETEEVVERESE, EREBZHA T HRRMEICHEIND, fiFit
[CIXMIBRAE . RERAL) /BB IR LEE) VN ERED)VNRIES. BERERSE. FAIE. B
B, VLRI, ABO TE S REEMEBHMEBIELESADS.

3. fEIR
RADBE. RFRBEZHIN-FATHRICEENDBMTHAIENZ L, BEERFBEMIZHES
2EERR. HFE. OFEVRETH D,

4. jaEik
REMAFHRERVEHEREICKYFRFRELDHINO, HEEE DLV LMOERICER
5, AN EECEHEEFICKEELRLZLTWDEEICEFNKEMNEEET D, RFHRBEZHLT
o1 ARORBEREETV. TOHBITKREAZEZTI. FFRELZHLTHSTIMNALIRIBEL
THENAFBABRE T M OEBERBEDARBEZT > CLRANNRELLZWMEEICIE., REMFIEDME
REZET S, FASNIRENHESBERERTAAR, 2VARKR) Y IOKRRI7FIRGEETHD,
REMFEED BEE R OB MIKFORBETHD,

5. F&
BEREEMEEATMEMICEIEFARICENIE, SR EFRFEREBO TR 10 FEFZHE(F 95%.
IRIEREFRFRBDF A EFHB P RIEFH 12 £, REH /BB MEIESIFRFEREDFB 10
FAEFEIL86%THD, THIERIFXERLEELFBRALETHS,
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O EHOHEIIBHELEE

1. BER(EH ISR FEERZHREILRFER
829661+ A

2. RROWE
FHFEEADXLELT BEEFEE. VMR BEEEHV U EKHLIVEHEEMRKIZLSE
CREBFLRENHEINTIND,)

3. MBMIEEAE
RMEI (HRA TR A BRI SN TLVERLY, )

4. REDOESE
DE CEERZDHICE VD TIXERHFEREOREN . SAERFISHZH O TITFRMIKEm A W E)
HY FARVHERDZEEESHY, )

6. EEENLE
BOREMROMENDEEENFEEMALVT Stage3L EENRET S, 1F2L. EMEEEIToOTL
TAESOEVERE 10g/dl UL EDE (T HNET S,

O faiRMHT
MEREEmEEICE Y SaREH R
HMRARE BHEMNKE nZ-BERAE &R =8 6HFF
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<BHEE>
BREERRMERFRFEOZEELE

SRR EL T, BMEFDERZRDD, FREEMEOHMEBERZRDLEN, ERXRBEELTHFATER:
7594772 (Diamond-Blackfan) B A $HY . LIELIERERNREEERTRERDHD, BREREITLT
DEGHIZRET 5,

2)LLTOREMRZLTEDD,
() MHPANETAEVEEM 100g/dL RGO E M
(2) @I MLER AN 1 %R ET=(d 10,000/ 1 L K
(3) BREFRFBRH S %K

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

4)1)~B)ITE>THRFHRBELZHL . RELHEERMR - BB RICE > TERMERFERE R VORI IRFIK
BERNT B,
(M ERERFERE (FATEVR- TS0 I77 0BG E) #RiL TE5,
(DK ELESREICITBOORREZZREDEL, )
(2) EFIMZRNTED (TVRARIFURE| Tz THFATIO AVZTIRGE),
(3) VA IVARREEESE (ER/SLARDAILR B19, HIV 72E) BRI TES,
(4) ORRIEZBRSY TE B,
(5) BHEMBUEIRE - EMF/EZLIRNTES,
() I\RIER (B /AR, BV /EGE) RN TED,
(DD EBHEZERRN TES,
(8)BRE-UIIFEERBERNTED,
(9) EiRZERRIN TED,
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<EEESE>

StageSLLEZXRRET B, =1L BEMEEZITOTVWTIANEIT OEVRE 10g/dL LLEDBEIHENET D,

stage 1 B E BEYEEETIDHOHEWNVTAESOEVEE 10 g/dL L E
stage 2 HEE EMEEEITHOEVWTAESOEVEET7~10 g/dL
T T Gtege 3 BOEE | EMBEEToCLNCAESOEUEETgHL HE
stage 4 B E BEYBEEEITOCOWTAES OEVBE7g/dL ki
stage 5 REE EMEERVEBEEZITOTAEIOEVEE 7e/dL X

[EMEEET>TOTAES OEVEE 7g/dL RN D8
BEI-LDIEFEZHY |

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

1. JHRAZEICH WD BEHIER, BREFTRSICE L T, BB LICHBEOREN VA ITIE, W
NOREOHDEHANTHZE LI 28\ (72720, YRR oE 2 R~ iRIERE CTh - T,
RAREZR B DIZIR D),

2. IREFIAEIZIT S EIEE IOV T, #URETFHERDO T TIHRREMTOIL TV ORETH
ST, HiL6 2 HETHRbEWVIREA EM2HET2 2L L35,

3. k., JEROBREN FRROBEIEESFHE T —EL RIZEY LRNWE TH 50, @R ERZ kT
D2 ENBEREDICONTIL, ERERONSRET 5,
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288 BCEREMEXMRERFRZAE

1. =

nZRBEEEFIAECRAOEEERICEI TERMEICER T H-HIC. LOROBELFRELEST-
Y. MERIEGE. URAEAREE T A-OIC, BREEXFLENEFICELTEELMEREET 5K
RTHD,

HRMIZIE, IR TOmMBRRRRFISHLTEESMANELSS, CITRH REZT L ERERFDIELE
IZ&Y. DHITEEREMERMERRESE X113 BF (FXI/13) RZ4E (IBF: B 2 R&E M I XD 1.
2)EEREMERMEEESE VI <8 FAF (FVI/8) RZIE (RRMEMAR A) L. ) B REMHERE
von Willebrand facter A F ((VWF) F)RZJE (H 2 REMHR XM von Willebrand Disease (VWD)) . 4)
TEEREMERMEEESE V/ 45 AF(FV/5) RZIE (LS FV/5AoEER—) 1. 5) TBEEREMR
KMHEEESE X/ 210 AF_(FX/10)_RZEID 5 FREXMRET B,

2. [FA
BERKIZED TN TN DR EREREFOEMEHEE (LWhP S/ EES—) 1, B SRR ERMEE
RHFEDREEEHRNDREIRESNS=OIZFRERFNRD T HE(DIVTIARTE) M, HlD
RREGHEENSNEHASND SHLGERERB-FREMOBCREMLKRE. BEMERE. BPE
BE) . BIR/DBEFOTLEA, FEFDHFRIIRFRMETH S, BRMICBCSHRIAENELHERIET
BATHAHN. FRFERET. BWMEBEIZZVIEMOMEmBLETDO—RER LS,

3. fEK

1) BEREMEXRM FXI/13 RZE TE. —##7%505 E R E#EE (prothrombin time; PT. activated
partial thromboplastin time; APTT 72E) DIEIFEEEHFHCHDITENMHHT . BRABMT 5, LHM
DEEHERE (AR TAEE) DHIONZ WA, EOEAIcTEHMT 20N H D, RICKEHM
TEHENDTAMZEE TSNS BT avIFRITIELH D, HIMEBRIIC K> THRAGERK Qv
N—FAVMEBREPREEBGE DEHHE) NEZLHATREMN $H D, FFICEES N M, ML m.
RERERE M, REEEE AL X B@meiy55,

2) BEREMEXM FVI/8 RZAETH, HMFEKRNEELLDOMN S, RALELE T H M OHA
NHEMESEHTHIENS A, MARAGEEM FVI/E RZIE) EERY . BMERHMIEENTHS,
HIC,EEERN. RN, EEREMOREERDGE X, G ELYEINTEIENLETHD,

3) HEREMEXMYE VWF RZEDCHMAIR L, BHTLE THD, EHIL. BENMBEEDLDE
THEADEFEEDHMERERARET S50, FNIRELOEREDHETTESNLEET S, RIS
RKEHOULTEM, HMESavIFEITIENH D FFICEEERNE M., MEAENGE EHamrEE
%

4) BEREMERXME FV/56 RZEDHMAERD. BHTELE THAHH, REEHMASHEEHIMN S
ERLHS, EFIE. BENSBEMEDIDETELADEEEDE MEREZARKET S, RELD
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EROHERTEFABLLIELIEREAT S, RICKEICHMLTEMN., Kt avrZERITIEdH 5,
BIC.RETHOFEMIBEBENEONFERTHIDOTIENDETHD, K. HIMIFBELEZION
TERA, EELE LB DT,

5) BCAREMEXME FX/10 RZMEE. #iE- R THOGEMOHADEMEREE T HIEMNZL, MK
PTOMOFEENFL BEERHMMRBICHESN, WERAROMEICKYREEENBIRSNTIE
BlOBELHLIDTEIETHD, thD) B REMZERERERFRZAEITLEA D EREH O T FH
[FOOELL NREEDEFEICLRETIUENHIZLICEETIVLELADH D, HH. BHEIZEL
B Hd (B 3:1),

4. Ak
A. lEfEEE
A D=OIZI1E, FTEDRBERFNERBL TLSINEFEZELTH G, 7] AR L 5EE R F4#

FEEEZERLT DUEMBEEERT ILENHD,

1) BEREMEXM FXI/13 RZMETIE, LID=HIZ FXI/13 BEREEE T T HENADET
Hb, =L, BEMAKRIZESMVEEA—VOREBEEERRERNENH LD T, 5L FXII/13 &
FINELLEREATHRERSI-O., LT E5FTEERDIBE, BMEEADINETHD,

2) BEREMEXM FVI/8 RZETIX EEMHMITHL GRONMNIUENEZ R ETILENH
B, 1L BAMDAVEES—DNFET HIGE & FVI/8 HFEEICIERELENIENAZ LD
TEMAESE VI/T BFFVI/DEE] XEFEHETOrOVE EEARREF, EMHRE FVI/T-
FX/10 EEEFOVWThHZERE TS N/ /RRIEMEE) , F1-. fiFIXa/FXEMEZEEHEEE/
VO0—FLIRADESHIL M REHAFTED,

3) BCREMRBRXM VWF RZAETIE, LM D= DDAVP (1-desamino—8-D-arginine
vasopressin) X | VWF &8 5@ FVII/8 i=fEEF|H o TECFHABZES VWF BEZRET 5
HLEFIDOBERADEOCHEEIZE>T VWF QEURELFEFHIANKECRLBZDID T, TNETNDIE
BIDGEK - BRI RICE > ERLABNDBETH D,

4) BEREMHRRYE FV/56 RZETIE, FBMHELISHL TRONUEOEZRETILELDH
%, =1L, FV/5 BEEEF X HIRSNA TUVERLO T, FfEE R XILEE M/ MR ((FV/5 28I
PICED)IREFRETHIENSL, FEEHMAEVER TH, R BHMERNHIRT 504
ENHLIDTRAICTOHIH>TIHRELGRBRENLETH D,

5) BEREMHRRME FX/10 RZETIE, FBMHELISHL TRONCUEOFEZRETILELDH
%, =1L, HAETIE FX/10 BHEERAIEH RSN TORVOO T, B C PCC(TRMAVEVES
KRiEHED)  EME PCCHLLEERETHIDONRATH S, BELMEICLLHEEBEELIITIUR
RED=HIEMMRIIBEMELEZIEAHLINDTEETETHS. REDHAEHEFEFMIETR
BLTLRL, EERIIZIE FX/10 BHEFAZZLOD hAETIEHIREN TLVELD T, BXA0
EEQ A ERTERIE I RFHPA/NESETTAHEMEE FVI/T-FX/10 HEHA DI EN
REDERTHS,

152



B. AR PREEE
HEREMEXMRERFRZEDEDRRTFHATHLIN., TNTNOEBERFICHTHED

RAPHODFERTHLID T, RERIGENATECMADOELEZ LD LILENSH D, FEFIICEL>T

RENFIZEOMRMNELGY, B—MaERITHERESNGL,

1) BIBRERTOAMRENCS YOI RT7IRGEDREINFIENEDNTHAIENZ LN (5345
RERBTRIEBECHE) . HEFRIRE . MIRE ., BRPELENHHEE L. BIBRERTAIMNED
BEIEEICRETT S,

2) AEEREOEGICIE)YFL T (rituximab) P VARRYD A, THFAT) o EDHRELE
BT 5 (S B3FEHRERKELG I,

3) EE.SHAEAL/F8TY)E T (intravenous immunoglobulin; IVIG) [ZHEEZ I TULVELY, =L,
HERESERRYE VWF RZETIX. VWF LRLZHBRIEESE LA H S,

4) ILIMAEICH#ET HBEEIE. AZ—BNIZKRET 2-0ICMERER, REREEELEET
%, 1. BOREERXM FV/5 RZETIE, BRAKFICIE FV/5 fREEZRR TMERIREE
BT EHIENEENTHD,

5) 3—AY/\TlI. BCREMEHEXM FVI/8 RZJEIC FVI/8 HEID KEHK 5 LAREINFIED ZH|
HAICESIERBEARELILHAAON TS,

5 F#&

1) BEREMEXME FXI/13 RZEDFRIIFRTHS, HMIZKDFERITH FXI/13 BERAL &
HENTHEZHINDHINH1E], AHICHMET 25059135, ERICHhEYBELTHMET
BE0%918] BELTRIABEEDOEFIHN K28 RER1ERBETAEDOEHHFI2E], EfFH
DEFIHHIBEITH S,

2) HOREM®XM FVI/8 RZIETIL., PS8 A EES—F REIIHIEEICKYN AT ERE
FTHIENZLD, BT HIELDLEN FVI/E BEMEMNEELTWSILLHY . EHMRES
SUORNOBBHEENDETHD, BTEE2~3ENLE<, HME LY HGEINFHIE LD OBELETEA
ZULDOT.BELGEENDLETHS,

3) BEREMHRXME VWF RZETIE. MEMGELET HEFNSERERTIEHNETTFELS
BRTHAHD. BERICENLTREICOI>TEET SEHIEDEL, IBIT, L o-ABRELI-&IC
BRI HEANLHLDOT. ERNREBZECRIBOBRBHRENLETHD,

4) BEREMUERRMEFV/S5 RZAETH, BRERTHEFMNSHIEMEHNERTEFETTFENSH
THY . AEICERLTREICOI->TEET HEFIB VLGN, ESIT, W ABRRLIZEICERT
HEFBMESNTLADT, EHHRBZECRIBORBHEENVETHD, BH. BRERSN
F=EFEIKOESITL, FRENFEKRIARONLAREELHHD T, ERMNLEBERNIVETHD,

5) BEREMERXM FX/10 RZEIE. BEZESNIIEFINEBO TOLRW O EHLEFRITTHETH
%, BOTOHDHEELZHIEF DELH T, REMNFIFETERT HENS LD RERBEELVEESI
EEDHDHEZDRYTIEAL,
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O EHOHEICHELSIF
1. BER (S IR EEERZHETREER
414289\
2. RADIHE
T (ECREERREORENETESNINSRAINTLAL,)
3. MBMLEESE
RHETT GRHE B R B HIEI £ A LBH+ 2 ITHESI SN TV, )
4. REDEE
DEGRALT . BEREBRERYET.)
5. B
HY (AR E B AIR L NS S DB HELE)
6. EEENFE
BE1EMICEERME1EUERIL-FIEBEFLL, RRET S,

HAMERBBRMREEX B AEME MEABEOMITAILLID-ODEERELIMMLENIZEEHD
ek 1T ZR BT
MERKRE EREXF KFREEREFREMER #iE B0 BA

BAMmizIEM?S BREODRBABEINSAIMEREZESR
REE RBKARKREREDER BRGEE EANZHLLERE) —EHEE

BAmMZItMPS BEAEEHHME FXI/13 ZSHEEEREZEES
REE WBERFE(EES) LELHE —#AT
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<EEREE>
1) BCREMBRRMEEESE X1/13 BAF (FXI/13) RZE (1B : B 2 R&E M H ME XI: AHXIL/13) DR E
Definite. Probable Zx£&9 5%,

A. FERE
(1)iBE 1 FLRNICHRAEL-H MERLH B,
(2) XM/ EEMEE FXI/13 RZEDRIEEILL,
(3) M HEBOBRERINLZL, FITIBED LM ER (hemostatic challenge; M5, Fii. 1k, 24k
HE) I by,
(4) g EZE LR M/NMRELGE DBEIIRSHEL,

B. REMR
1. BEMBRETIXI/13IZEATAUTOIDNDEEDH, 12ULDEENHL (BEILEE. MEEN
50%LLF) o
(DFXM/A3EMS. FXI/1I3iRE @E. mELLET,
=L, —ERDEEHI. HIZ (£, 51 FXI/13-B T 1=y ARIAAREDES TIE., mELATD
BRI FXI/13 BHN K DAEICE - THB LD ERTEIEEDIEN H D, FXI/13 BIDFE
DETIEAEEESS OBEHORERFOETEF>TEE~PEEIETIHIHELEESE
I & N5 EfE {% Ef (disseminated intravascular coagulation; DIC) . EEDFEEHLREIZLD - XRE
FXII/13 RZIETHHZEN B,
(2)FXII/13 LA GEE A/ EE) (1 FXI/13-A YT 1=y BE2MANRE D [F LA E DIEFITIXIE
TLTWSA, i FXII/13-B T 1w BERALNREDEF TILEETHD,
(3)FXI/13-A T 1=k FXII/13-B T 1=k, FXII/13-AB, JiRE 1 FXI/13 B2HAD2A
T/ ERIZE ST HRABREEEFTETLTLS,
2. BEZWARE
(X183 AV EEA— (HEMHREK)NEFEETE* (UTOEANM—DUL),
o (EEMLGTUEZTHRHEOTIVRYRAAEZGEIZISEREMTELDT: 1REHER. XKEES
AER (37°CT2HMIER) 15 & DRERIRE T,
o NfRIE: —EEDREXBMBTIHRLICEBHFRULESNDMFLEELT, 28/ 37°CT
MELTHDFERT FXI/13 FHETRET S (REXFE),
o iRilkg HIAMA FXI/13 HAIZRGHER T, HEERD FXI/13 EHDREIYRE, thiFEHE GEE
HRE) DRIBGE TALEICKY FXI/13 SEEENROONAMNIE, FXI/13 1V EEF—D AR
NTOIEBHELTRLY,

() FXI/13 BEMRLFERET S (UTOEANM—DLUE),

® AL/JOYMEELISA. A L/9OTNELREDREZHRETHE,
o [HEMHAFXI/13M4VEEA—)DHEIE. e g APRMEICKSHEIR. HEHLNET
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ATAY A-. TATAY G-E2I770—RGEETORELERE T FXI/13 12 EE2— A {fiD KiE
ERANEDHLNNIL, B FXI/13 B EHADRIEMIIBAELTRLY,
*IEUR. SRRV VBN REATHHELI-FERDBENERH LD T, IRZETNICEDRIEINHIE
BEIZESIAEFEZRICEET S,

C. #AIZH
EEMEGEXRM)FXI/13 RZIE (CH D RFEHA) | 2R FXI/13 R ZAE [FE1E 14 0 E A EE 1% EF
(DIC) | Fif, 4M& . BMMFLE DMABMIES . BEREFER. FFREE. A/ k-2 051V KR, 181
REMBERECEBERER. 70— R4GE) ] BEREMEXRM FVI/8 RZIE (RXRHEMERE A) 0%
X von Willebrand_ (VW) _fE{ZE# (AVWS) ($FICB 2 RZE % XM von Willebrand factor (VWF) R Z4E) .
BEREMEXEE V5 EF(FV/O)RZELEDMDLETHOEEREHEREHMFEELRNT S,

<gEOhTIN—>
Definite: ADET+B1RUB2-(2) &=L, CEBRLIz2D
Probable: A& T+B1RUB2-(1) %=L, CERRs\LI=2D
Possible: ADETH+B1%&#&E=3+1D

<BEmMR>
1. — iR ERE
(1) HInFERE : @FIXIEE
(2)PT EAPTT: BEIXEE
(3) M/MMREL: EEIXEE

2. ZDHOBRE

(1) f/MMRA FXI/13-A SR E (HAHULE FXI/13 [FH) EfM/MMrREARLTAE T HEEEENR
HENDHD T, XM/ B FXIN/13 RZIEDATREMZERNT DDICHERTH S,

(2)FXI/13 RFI% 5588 i FXI/13 A D MHIRZ . BEABR THLOMNITELZENH D, V)TV
ATTERFATIE FXI/13 2 &/ 5 MIMEREFI D FXI/13 R EDEURELFFEAZHEST S
LIZES T BREDTENRAREIZILS, =1L BRETTE I ARE B IRFEMGRT R TIERL, FXI/13
A EES— BAEMHUAR) TIE, FXI/13 JBHEDERRECFBHAEHET HTLITE-T, FXI/135E
HRAENHEREIND, FXI/13 FHERREZRBFICAE T HLLEFEGEE RRE)LFTETE
%, CNLDEEI. REIHNSD FXI/13 HEIDIKRSE MR, HAMED L MAETEEZITH L
THLEATHS,

2) B REMEZRXMERESE VIL 8 BF (FVII/8) RZfE (B XM KR IFA) DS EAE
Definite. Probable X1 & &9 5,
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A. JERE
(iBE 1 FELRICRAEL-H MRS H S,
(2) KSR AGEIEME FVIL/8 RZIE) DRIEFEMNELY,
(3) MR B DB EREALZL, FITAED IE M B 7 (hemostatic challenge; 4ME. FiT. thiE. 74k
BE) IS -HmBAEL,
(4) fugEZE L M/MREGE DBRIIR S LG,

B. BEMR
1. BEMKRETFVI/S BEDLUTDOIDNDEEDA. 12U LDOEENH S GEFEIE FVIL/S 5EMHE., FVI/S
MIRENEEED 50% L),
(1)FVIL/8 &M (FVII/8:.C) : b T ELIET
(2)FVIII/8 IR E(FVII/8:Ag)  BEITELIET
(3)FVII/8 LLiFEH CEME TR E) BEIXZELIET
2. BEZWARE
(DAPTT REREGREBRTIUEEA—ETHSD,
FEFI DM LEERBOMBTASEBEICHIVESL T, 37 CT2HMMELTHD APTT ZAIET
%, HOMICTICTHITNIEANVEEI—DHFEZES M VEEBERRERBEOIL—TX7oFI7
JIURTIEERERICAPTT ZHIELTLEBERHBOERNZRHOoN SO T (ENRFEREE) . H511C

BRTHS,
(2)FVII/8 frptlz‘";“l—(}iilﬂﬂﬂ?ﬁlll%) NFEET 5,
HERE : —EEDREXFBMITICHRLICEBHFRUEMDOMTLZESL T, 285/ 37°CTIE

LTHS5ETF FVIL/8 FMHEBRIET H(RNERFEK) TL2EEFE (2471 EXTLBEER (R1T72) 4
DEEA—HHY . BERXEMRBATIEIHRENZ LD T, FBTF FVI/S BN 50%EBA -AREEE
AWTA vEES— iz EHTHERLY,

(3) FVI/8 BEME*HEET S,

FEREERKE, EIHEEAREB (A L/TAYNE ELSA K. A L/VARNELRE) EFRWNTRES
MICEEINS, FVII/8 AV EER—, THADHLAE MR FVI/8 BEHAL. REFMAETHRES
NWEICERET SR FVI/E BERAKLHBITRE T HIEMNAIRELD T, /. REIGIEREDR
B EROHECEBERICERATHILHPEFINATIS,

* HIERZEE LGV FVIYS BEMA GEREEBARABERM) LFEETHIENBESATLDD
T.A-(1)EB-1DHEVLDIEBRERRIZEHAL,

C. H#RIz28
MmRHEAGEIGMHE FVIL/8 RZHE) . SRS V/ A5 RAF (FV/5) -FVII/8 BARZIE. ETHD R
FVII/8 R Z fE (FEFEM IS N £ EE%EF (DIC) 13 E) . GE{RTME) von Willebrand disease (VWD) ., B2 &%
%X VWD_(AVWD) ., £ TH X von Willebrand_ (VW) fE{ZE (VWSDMMERE ., AEMIU/MRIES
fiE . FARARBEEEIE TE. Vo /R ITBHIBEMHERBLE DREGREEENHIIEECREERRME VW
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FEfZEE S) . HOREMRXRM FXII/13 RZE. HOREMERXM FV/6 RZIE. i) U IEERINERES
EERNT D,

<EWohTI)—>
Definite: AD 2 T+B1RUB2-(3)Fimf=L. CERRI L=t D
Probable: AD£T+B1+B2-(1) X[&B2-(2) Zifif-L. CERIILI=ED
Possible: ADET+B1%ii=34D

<&EmR>

1. — iM% EERE
(1) MM BE T ER
(2)APTT: HYER
(3) /M3 BEITER

2. ZDDIRE
(1) VWF Ristocetin cofactor ;& 14 (VWF:RCo) : @& . IEE &H AL\ IIEH0 (K MmAF)
(2)VWF fiRE_(VWFAg) @& . IEEH DU TEH0 (K meF)

3) B2 RAEMH R von Willebrand factor (VWF)_R Z (B 25 EMEE T von Willebrand (VWF) R Z fE)
DEDMnEAE
Definite, Probable ZX{ & &9 5%,

A. FERE
(BEBEFLAIZRELZHONERNH S,
(2) VW 5 ({VWD &1 VWF RZHE) D REEEDILY,
(3) B4 B DEEEREMNGEL, $FITIBE D LM & T (hemostatic challenge; YME. Fi7. tkth. 1%
HE) [T -HmE A,
(4) pusk EZE M/ MRELE DBEITR 5,

B. REMR

1. BEMKRETVWFEEDOLUTO3DNDEEDOA. 12U LEDERENH S GEF L VWF Ristocetin
cofactor j& (VWF:RCo) . VWF /R E (VWF:Ag) BN EZEBD 50%LLTF),
(1)FVIL/8 ;EME(FVII/8.C) AR T HBLIIES
(2)VWF:RCo & VWF:Ag: B& (L& LHiF
(3) VWF LtiEME (VWF:RCo./VWF:Ag) : BEIZHZEENISSEISED

2. EEZWARE
(1)VWF AV EEA—DFET B,
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VWF & GP (Glycoprotein)lb EDMEERAZEET 51 EE4—HEMEREK) A FET .
VWF:RCo H" Ristocetin—induced platelet agglutination (RIPA) 7 vt/ ZHAV-IEREMIFLN X ERESH
§% (37°CT2HFMINIR ) THRREMICRH T A ENTES,

(2)11 VWF BERARDIEFET S,

FEFREMRARE, EITHEREBR (A L/TOYNEELISAE. A L/VOXNELRE) ERAVTRES

BIZHREINS, 1VEES4—(FEEMIR VWF BEHK) 1, REFHAETHREINS,

C. #RIZH
VW & GE{RtE VWF RZHE) . £ TO RN VW IERE (DM ER B . AEMEM/NMRIE S E. P RIREE
BEIETIE. YU/ RIS B HEIEE MR EBLGEDRELRREENHIIEBCREEEZRME von
WillebrandVW fEIREE) . B2 REMEZRRM FXII/13 RZiE. BE2REMEXM FVI/8 RZAE (XM
RIEA) . B REMRRME FV/5 REEREERNT B,

<gEohTI)—>
Definite: ADET+B1RUB2-(2) &=L, CEBRLIz2D
Probable: A& T+B1RUB2-(1) %=L, CERRs\LI=2D
Possible: ADETH+B1&#&E=LI=tD

<&EMR>
1. — MM RERE

(1) MR ERXIFXIES

(2)APTT EZERX(FIEE

(3) M/MRER: IEE L A I N

2. ZTOMDBRE

(1RIPA:IEE. BAHAHLERIN

(2)VWF RILFI— EEHDIVIEE (B FEIIILFI—RMHAHLIELFEL)

(3)VWF 1 55 ER . VWF & FVIII/8 [RiERFIZIR 5L T, BEMIC VWF FELmREZREL. £0E
IR FREAEETE T HILITES T MANSDBRERE (V)T RTFTERTR) L1 EE2—(H
EMRAR) OEBLFREEHT T LN TES, 12120, BUEDE T OEFAADIEMEIL AVWD (24
EWMLGRRTIEGL,

4)HCREEBRRERESE V/5 BAF (FV/5) RZIE (WLWHHBE V/5 RFAEER—) DS EE
Definite. Probable X1 & &9 5,
A. JEIRE

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

B. BEMR
1. BEMKRETFV/SBEEOUTDIDNEENRN. 1D2ULDEELHD GEEILFV/5 EME.FV/5
[RENEEED 50%LLTF),
(1)FV/5 &M (FV/5:0) : b T ELUET
(2)FV/5 IR E(FV/5Ag)  BE X IEE =N —EDAERF TIET
(3)FV/5 LLiEMH CEE R E) . BEIEELIET
2. EEZHRARE
(1)PT R APTT RERESRBRTIUEEZ—RTHS ™,

FEMFI D M3 R E xR D MIFESREICHFFURSL T, 3I°CT2RMMEL THS PT KU APTT %
BIET S, LM TISOTRINIEAVEES—DFEEEES Bd. MUV BERKEERFRDOIL—T
AFUFATHTSUMTIHGEAERZICPT R APTT ZRIEL TLEERBOERA RO S (BNR
FHE) . —RRICERICHERLSIN TS,

(2)FV/5 A2 EEA— CRENHME) N EFET S,

HBAE : —EEDREXTRMITICFR A ICEBERRUEFMDMFLESL T, 28/ 37°CTIE

LTHDERE FV/5 BHERIET H(RERFE)
(B FV/5s BEMKE " INEET S,

JEFEEM AT, ZIHEESREBR(ML/TOYNE ELISAE. A1 L/7OXNEGE) #ALNTRESR
IR EINS FV/5 AV EESA—  TabhbEE M FV/5 BERMAL. REFHNAETRESN,
MEIEZFT AN FV/5 BERALHBICKRHE T AIENARELDO T, FE ., RENHEEZONR. B
EOHEPEBBRRICHEATHLILEFIND,

BE.AEEREKFV/S AVEES—)DFEEIE. e g APIMEICKShMETER. HDIET
ATAY A-, TOTA4Y G —EI77A—R4EETORELERE T FV/5 42 EE 2— Hffi O KiE7eimE L
MRHLANIE, ;L FV/5 BEHREOREMIIBAELTRL,

CHYREREHRBRTRZE(TIZM) TH>TH ERRAVEEZ—RIELLTHLEHHDT. H
FZEHVTERERET HENEFLLY,
O HIGERZEACGVR FV/5 BERRRBEMNLZSBIFAET S ENRESNTLSD T, A-(1)
EB-1DRVBDIFREFRIZEHE,

C. BRI H
INSIKRGEIGEE FV/5 REZAE) . XM FV/5-FVII/8 EERZIE. & TH R FV/5 RZ jE (H&iE
4 Il & MR EFEIERE (DIC) 2E) . GEEM) & X/ 410 BFFI0ORZ . B REMRIME FX/1I0 RS
fE. &2 THORME FX/10 RZE. GEEM) JOrOVEVRZE. B AEREXETOMIVEVRZE.
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ETCOZRETOMOVELRZSE. BEREMRRME FXI/13 RZEE. i) VBB RIKEIRE G EERR S
T%)o

<EWohTI)—>
Definite: AD 2 T+B1RUB2-(3)Fimf=L. CERRI L=t D
Probable: AD£T+B1+B2-(1)XI&B2-(2) #i#Hf=L. CERIILI=ED
Possible: ADET+B1 =9t

<BEMR>

1. — R IMEREIRE
(1) i B - B (X IEH
(2)PT RUAPTT: TR
(3) /MR % BEIXIES

2. ZTDMHDKRE
IW—TR7oFaA7 IS EEHBNILRETREEDIGZE (X, AL FHIE L (CL) Hulk (1HgG, IgM) »4>
$1 CL- B,.GPI & KIIK (UeG, IsM))> ZHIELT.FV/5 1o EEA—ARR DA TE THSATREMZ RS
TBHERLY,

5 B REMERMERESE X/10 BF (FX/10) RZFED S
Definite. Probable X & &9 5,

A. FERE
(M BREREL-HHREXIEIEREOHMERKRLIH D,
(2)EBME FX/10 RZIEDREEIELY,
() B EEBEDEFERNZL, $F(ZIBED IE M E T (hemostatic challenge; 4MS. F i, tkik. 71k
HE) [T -HmE A,
(4) Pusk EZE M/ MRELE DBEITR 5,

B. REMR
1. BE—REETPT LAPTT AERLTHEY. HFEMBRETIXBEEDOUTOIDNEHEDOA. 12U L
DEELHZCBEILFXGEE. FX HEENEERBD 50%LLTF),
(1)FX/10 5E14 (FX/10:C) : T ELIET
(2)FX/10 IR E(FX/10:Ag): B EIFELIET
(3)FX/10 LLEM GEME MR E) - BEIFELJIET
(S0 53F|MAE FX/10 A EDRE (FFRRIRE SN TLVELY)
2. BEZWRARE
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(DPT R APTT @ 1:1 EEHR. REREHRBRTIUEEZ—RTHL ™,

FEFID M REX RO MBFASEEICHEFESL T, 37°C-C-C2RMEMEAEL THS PT KU
APTT Z#BIET %, BALMZTISHTRITNIESVEEA—DEEEES, BH. UV IBERIKERE
DIV—TRT7oFATISULTIEREERICPT RU APTT ZBIELTH, 37°C>-C- C285H MR %
LRIZEDREBEOERNRHONDOTENFEESE) . BEANIHEATHS,

(2)FX/10 1o EES— (REMFIME) BN FET S,

HBAE : —EEDRETRMITICFR A ICEERRUEADMFELRESL T, 28/H 37°C>6-T

MELTHLIER FX/10 FHEBIET 5 (RERFE),
(3 FX/10 BEEMK *BNEFEET S,

FEIEFEE MR, EIHERER (A L/TOYNE, ELISA R, A L/9OXNEGE) ZRALTRE
FRITERHSN . FX/10 QIENoD D) 7SO RETELTLEDORERESRBRTIEIRZE 1ZRL
KIEDREELY S5, FX/10 A2 EER—, THEHLAE MR FX/10 BE2HAL. REFHAETE
HEh, MEICEFET 55 FX/10 BERALHBITRE T 52 ENARELRD T, R, REIITIEE
DR BEROHECEBHTICHERATHS (FH 53FHER FX/10 HERADREFRIRINES
NTULVERLY,

U 1 ERRR. RERAHEBRTRZETH>TH, TORAUVEEZ—DNRELRFETREENS
CELHAIDT. ERDAZEERND, RIFHAMEENTEREIRET S ENEFLL,

*HIGERZEA LGV FX/10 BERARBESNLFES DARIENHHID T, A-(1) EB-1DHEN
LOEF, RAELTRERRIZEDLGWN L. RELDEEDH TE DR R TIEHMERDHEE
BITH. EDRHEMIERZET S ELFRINLOT, MBELGRBEENADLETHS.

C. #AI2H

BEIRM FX/10 RZAE. £TH RN FX/10 RZfE GEFEMH I B NEEAE 3 (DIC) . AL-7SAA/RF—L X
BE). B EFV/S5RZE. BCREMEBEXRMEFV/5 RZE. ETOZRME FV/5 RZE. GEfEHE) TR
FOVEVURZE. BERERZERETOMNIVEVRZE. 2 TOZRETAMNIVEVRZE. BERERE
X% FXN/13 RZEE. i) VREEIKERB G EZRRIN T 5.

<gEOhTI)—>
Definite: AD £ TEHT-L. B1RUB2-(3) #ifil-L. COHMFTAEHELBRNALI-ED
Probable1: AD £ TZi#EzL. B1 RUB2-(1)&i#Ef-L. COEMFAZTHRBZRNLIZED
Probable2: AD £ TZ =L, B1 RUB2-(2) &L, COEMFAZHBZRNLIZED
Possible: A2 TRUB1 Zif=9HD

<BEmMR>

1. —iRRI MK EERE
(1) HIMEFME  BE X IERE
(2)PT RO APTT: AT IEE
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() M/MRE:BEIFIEER

2. ZDHOERE
A ERFEFERORIC. VT RF7oFaA7 IS BEILAEREDZE L. AL SFHIEY
(CL) HuiK (1gG, IgM) 241 CL- B ,.GPl #E & 1K1K (1eG, 1eM) DRIE R UR EERHABKR T, FX/10 /1 EES
— W REOBEETHLATREMEZBRN T HERLY,

<ZWOATIV—DRR>

Possible¥ | Probablexk | Definitekk¥

A fERRE
(1) HIAEK D BB @) @) O
(2)Ef=TE FX/10 RZHEDKIEFHEL @) @) @)
(3) HMAEK DEF1EFEL O (@) @)
(4) b gE BT ZE ot M/ AR ZE DB 15 4L O @) @)
B. &R
M1. PT & APTT R, LLTD FX/10 B EIEE D& o o o
B
(1)FX/10 ;E£ (FX/10:C) - ELIET (1)~@) | (1)~(@) | (1)~(3)
(2)FX/10 ti/RE(FX/10Ag): ELIET DI>6—2 | MI3b—D | D> 6—D
(B)FX/10 LE;E1E G tilRE) - ELET UEO KUEO UEO

2. EEZHRRE
(1)PT RUF APTT X ZEESHBEH 1 EES—T (1).(2)

) X D>35—"2

(2)FX/10 1> EEZ— (FEETHI#IYE) H 77 £ BLEO
(3)#1 FX/10 B B A7 O
C. HRIEZH

LR BE RS (@) (@)

*; Possible ADETRUBI &9

*¥¥Probable AN TZEi#H-L. B1 RUB2-(1)%i#il=L. COERI T REHEEBEZRINLI-LD
*¥¥Probable2: AN L TZiH-L. B1 RUB2-(2)&iil-L. COER T REEELZRINLI=ED

xx%; Definite ADET+B1 RUB2-(3)&#H-L. CERSLEBD




<EBEEESE>
BEIFERICEEHMD (1)~ A)OWFThhE1BUERILFIZEEHELAIRET B,

1. EfEH M

(1) BanR97 I

(2) EEEGL. EERMIBFOHM (FIZ X, BBERN. RN, RN, [E . EER. BREER.
BEEIE. BIERN . DERN., OV /X— AV MERBEEES AR IME)

(B)ANES OEVE 88g/4AdL L TOE MBS 22/ 4dL LI EDEFLEAES OE UE
ETZEbz09 HM

(4)24 BFRERNIC 2B U EDL£IHAH TR MEREMMENEE T SHH M

2. BRfEHMm*

RS DETOED**

*  AAREERERMREDEEEZE ((UBAT) T3S E(CTHILEHRE
CERURUVERMEOHMIE. EECECTLEMAREERETAE

SRS L YE J OV LSy B OO T 2 35 1) 2 B 7 R
L. HAZWHICC D AR, RAFTREICE L T, WA LICRBERORERROHAITE, W

NORHO S D2 N TH AL AR (7272 L, SRR ORE 2~ BRIERE Th > T, b
AREZR B DIZIRD, )

2. IREBIATRIZIT D HEIEE SISOV T, MUREFHERO T TIREMTOIL TV OIRETH
ST, [HIT 6 22 H M Th b BUIRIER ERI N5 2 & &35,

3. ek, JEROBREN FROBEEESFE T EU RICEY LRWETH D2, mERER 2k
D EDREREDIZONWTIE, EREMROMR LT 5,
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19 A4V —LJK

1. @E
SAVI—LIRIX, SAV—LADEB D BREZRDEGEHURIBIZKY ., AV —LRNIZKENIEE
HOIWELOZHELEZERL. FE-BROEX. BER. PRAZESLE . BATEREETHE
BHTHY. . BEORBDERENEEND,

2. FA
AV —LRDBEGHIKBERORIERIESAV —LOEEREEEXRTEGTFOREICKYRE
EEE

3. fEIR
EEMEKRELTHEE. BEOEXR. BER. EES (B, MiEEELEL) . RES. BEE. D12
BEBALTEREZL, F-. EEELEGFERDELICKYELS,

4. BEE
BRETEENI7I)—R/. I—ofE. RoNE, LOZHEC B 1 &8 IVA B VI ) THEfTSh
TEY. WO DEEIZDONTIREMMEBELBITSN TLEN, BGENLTABRNBETHS,

5. %%
D BiE. PIREMREOAHEEZESICENE ChODFELERNATREEET S,

O EHOHEICHELEIE
1. BER (ST EEERZBEIREER
1,452 A
2. RIRDHELE
T (SAVY—LHDBEEMKBEREORIBRIETIVY — LAEEOBELEZ LN TN, )
3. HRMLAE S E
REET (MBI R AR TR EOBRENVETHD, )
4. REOEE
DE (WS ARNBETHD, )
HY EITOREEEARTEELODMAELHEIISTHE
6. EEESLE
BTN EREARNRELOEEEHEEALT Stage 1L EERRET S,
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(54U — LR, KA FLY— L (BB AHS RO T —E &) (2515 REA DB EERDER
|2 =R OB E T DRI BFR ]
HEKRE BUREERNEL S~ BRBES BENE QLK

166



<TWREAE>
1. FEIEH
(1EEMR
SRS, KEMR. DS, FEE. AIRES. BfnEGE IR T 5, #iEFHP R TIIAREE.
BRERR. RBES) ., FiZEHE. AR, #ANBREIR, DMUKRLGETTET S,
()& - L FHRERR
HEZHOLOICITEBFENGRHMERZECENIEIRAT 5, ERYH IV EPRRBEHEDD
%GR, ¥R, $BE THERT 5. REM) U/ BROZERIE, FRIEBOERLEMYE ., BHbOT—x
HERa o ER MR (= —< o EvUMIER) RFAUTHE, LSO TLRENZEOFNN ELD, R
MY NEROIEE R SR SF M RO TR REMZRIEL . BRRIEZIHT 5. BREEDRIEIC
FATEBECREEERINEDLONSO. EHLEABEREDBSICIXBRIEDE TEIRATER
LY, HARTRZERIC DWW T, FkllaF (T EMRZ AV BRI EEGETFRETICEYAEETH D,
EBEREGETFOIA—ZUTDEREN, SAVJ —LIRDEEFLEMN AR TH D, =L, FinEDE
EFEHICE. ZOREECFERERARDVENH D, E5IT, TOEEFEENRBEDES .. EE
[CEERBEEEEZ5ITEII L. HOVIEE SR TRV LAHRALLETNIELRSLL, BETFEEN
AESANIEL ALRRDRAEZHOHERNZMELE EIBHTHS.
(RNEHEFT R
BEHMRIRENERATHD. BEMAECAO T —PIZYRNFTIE, KINEED T2, FlarCTOEE
RENVEMEH DV IHARIC—BLTRIESINDS, LOZRETIIAEICHRERO RKT2ERFREN
HoNBIELBHS,
(4RI
L REAREF T D AR BEEE., ERFMERBLELOBANET Do BAFRIERF TIEEHE
INNEETEAE BB = a— O R R BMEREBR LB RN EEICES,
(B)YEBHE
EREFITORERE. ke DBREE. BElIGENHBLELS,
(®)ZHnhTd)—

OBEREHEOELWMETFIIREEBORE HEEREN, £LENREICKY. RITLHZELTF
[TRRLGEEENEGFREICKVERINGIE, BE. 77— RO LSHEXGEHEEROATH
BEEWICEAL. BREHETHIERINT | EGFERORENTHLGES L. REEE. F. 2
BINOHERT DL,

QERMB TERMENELENRERXIHEZHNREICLYRERINDIL,

QRFPTHERBEMDEMMNELZHREICIVERINSGZLE (MY —LFEDOHRTEIT— K
D& RPICHERBEDHIHESINGEVERLHD) .

OFiEzL. BRBICKDIEREETEIXKERDOONDEDEEEHFORMERET S, COKE. QDR
DEEHTEZHD-ODSELT D,
¥ Bk 19514V — LK. BRABZEAZOTEMR. REMR. BEGFHNRE. BAIZHESROC
&
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2. EEHROMREEHEIZDONT

AV —LIEDILUTDEDERRET B

(1) 33—z (Gaucher) i&

(3) ——<-EvoiECH
(5) GM2A T AU R— R

T A v X (Tay-Sachs) /. YRR

(Sandhoff) j& . ABH!
(7) EEMRBEIROT—
(9) 77—s\—(Farber) &

(11) L HEEIR
(7/\>#—(Hunter) fE1ZE$)
(13) L HEEIVE
(FILFF (Morquio) SEIEEE)
(15) LS HEEVIE
(RS54 (Sly) &)
A7) 7= R
(19) LaYER— RNE, A
(21) BT /=R
(23) FR/SLFIVT LAY IV REE
(25) R~ (Pompe) i®
(27) # /> (Danon) J&
(29) EAARYRIRF/—L R
(1) YRAFUEE

(2) =—<>-Ev% (Niemann—Pick) fRAE! , BE! ~
BMRToI3T) F—E RIBIE
(Acid sphingomyelinase deficiency: ASMD)

(4) GMIA VT IV R—D R

(6) 27y~ (Krabbe) f&

(8) RILFTIHYILIT7EA—ERIEBAE
(10) LB HEEIR
(1N—5—/"2 4 I (Hurler/Scheie) iE{ZEE)
(12) L% FEENE
(B> 47K (Sanfilippo) FEIEEE)
(14) LOZ¥EEVIR
(¥Ak—+53— (Maroteaux—Lamy) FE{Z &)
(16) L% HEEIXE
(E7Z)LB=5—+¥ RIEJE)
(18) ASULLTIEF— R
(20) a-v /=R
(22) 7aLkR—v R
(24) > R5—(Schindler) f&.” #4557
(26) E&ME)/\—¥ RIBE
(28) WS 7 IV EREIRAE
(30) Z771)—(Fabry) J&

3. 5EFFH
fEK
FHRIAVI—LRICIIHBNBEOERENEFN. A—KBETHREICI>TERITEL S, 2R
RIEDLOHN AR THDN . KAREFIEMERBLEOERNHNMRELED, HHMGER. BERRE
(X LDZHEEICKLHDNBD, GMIH VT VAL R—L R 04T HEOEBREIZEHOND, KIEEIRE
LTIFBANEENI7I)—R. HIIRTUR— R IVIVR—D R OURS—IR ./ HIBRIZHD
N5, FIREIT— R, ——< U EVIR. GMIA VT UA U R— R LS HEEREICH NS,
R REIR (X EL 4 R EASAE B TILAFEB R E BT BRIT. B8 EERBRLGEN AL BLAFEIEH
TILRBENE . FBAER . EERRE. N\—F V=X L FHEEES. EELH. HRARMEHERTENH
b5Nnd,
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<EBEEESE>

Stage 1 LA LZEXRET S,
DI RE
Stagel 1 BARMEETXHEM. (ZZEHCER BLOEHNTETHD,
Stage2 - BRRYR S X LEE (518) BEE O 1=t B B (F88) (<L BLBEDEBLE
2%,
Stage3 - BARREY X LR (A1) BE D= HhEEDBNERSD
(DQ=35~50)
Stage4 : BAMEEX ILES (M) EEDO-OEEDENERDHS, (DQL35)
Stage5 - -2 TR B BT 2O OB EOERNY 7 HAUE

X1 BARMES WIEE. RIEEE. K8, RAEE. FHCER. BEnE. BRER. g
. DASER, ERSERTE
BE.BWADTIVIVISEGFEREE S HNEER (B BEORR) GLD IS EEELL
TEEERECITEDLL,

QFEFE AR
o T T Tammsswmamae T T
Stage2 : BEEFETEILTLSN, BiFH GiE) T i
Stage3 : BELEFLFNIADE (FEEREE)
Stage4 : BEEEFLENMMALE (GEES)
Stage5 : B-EYTRSIFDEEOERN T 7 NLE

X2 JEK ERAME - R ARE R L IR B R MR RER . ARERERD, RAEF . HAET. #
B, =S REEE. DFEER. BAEERGE

KWIEYE  OVEREE S OIS 21T 2 F RS

1. WADWHIHWC DR, MEFTRSICE LT, BRAE FICRBOREN 2 WEAITIE, W
ORI DO DZHNTHZE LR (272 L, MeZEh ofkl 2 =T ERRIERSE Th > T,
RATREZR H DITIRD.) .

2. IRERIAR BT S HEIEESFIC O W TIE, MUREFIERD T TIREIMTOIL TV HIREET
ST, EI6 A TRbEWREZEMIHETZ L2725,

3. B, FEROBEN ERROEREE SRS T EL LIZEYS LnE Th D0, BfERER LT 5
ZERBERLDIZOWTE, EREMROMRLE T D,

169



ilE

1954V J—LK

(ERRE A

sialidase OIEPHE F
LY FHEE——

2 PR B FERIEIE AL CHHIEAEOWRT ZOM GBI
| 117 G glucocerebrosidase DIEMHE T (Rl 2R glucocerebroside AN (D) TR (R SR
(Gaucher J) 2. 27 (G LY o L&Y ( ) L&Y LY
3. 37 (R )~ 2.72L 2721 2. 721
2. RFHi 3. KTt 3. ARFi 3. Rt
= B IR 1A% acid sphingomyel inase OTEMHE [RIESEH AR sphingomyelin #5f& (U > ) T (At SR
AB BYFMER T ¢ A ) P4 | 2.BAY LbYy EEE L&Y L&Y L&Y
JiE B 2720 2.72L 2.72L
(Niemann—Pick A, B/ 2. RN 3. AKFtE 3. R 3. Rt
Acid _ sphingomyelinase  deficiency
(ASVD))
=y By ZHHCRL 1. FLU NPCI 7243 NPC2 04888 74 U BT cholesterol | JEEMRES (it SH
(Niemann—Pick 575 C ) 2. RN 1.&Y B 1L.&Y
2.7 L&Y 2.7
3. At 2.72L 3. Rt
3. R
QI A7V Ay R—=2 R 1. FLYR B-galactosidase OIFMHIKT (Rt P2 AT (i) SR
2. Y L LY 1Y
3. RN A~ 2.72L 2.72L
2. RN 3. AKFtE 3. RIHi
G2 AT YA F—= % 1. gLy B-hexosaminidase A OFFIHE T V7= b ) DRYET- | 1. oligosaccharides JRERISRGH; AL
(FA o2 25 (Tay-Sachs ) )+ | 2. 55 (Tay-Sachs J59)— L&Y (TR L)
>R A2 (Sandho LA AB LU o7 3. N O B — LY 2.72L L&Y
Eas e e — T 2721 3. A5 2.72L
e 3. R 2.0 A ) AL RO 3. A
R ol R DO (RSP 2 &)
2. Kl A Sandhot i) L&Y
Total B-hexosaminidase OIEMHEF 2.72L
3. A
R eUTh)
(> FAR795  (Sandhoff J)) 1. FLyE B-hexosaminidase Ala—f)DIEMHKT BYTa=y b (HEB Dt 1. ol igosaccharides JRAWRIER A (B L)
2. A5 O I — 25 L&Y
3. RN e et — LHY L
2. X5 2.72L A
Total 8 -hexosaminidase OIFEIHK FIEF 3. K5t 2.6 W7V A ROEh
L e e — [ s w | AN)
R )b LHY
2. X5 2721
3. At
MBSV T 1) LR M2 H 7 ) A MR EERATIOR | M2 EHEERAT(@L) BfsT | 1. oligosaccharides IRFHRISER TP (IR L)
2. A5 BUE T EE LbY
3. i 1 1L.HYveY 1L.&Y 2.72L
2. 7p L2t 2751 3. AT
32. K 3 It 2.G2 H 7 A ROk
_ CTRSROEE A )
L&Y
272l
=
77 Y 1. PR galactocerebrosidase O [ s Fo s JRPRAE CRRSIRD B
(Krabbe 7%) 2. Y LbY EEE— L&Y L&Y
3. PR A 2.72L 2.72L
2. K5 3. A9t 3. Rt
FYMAE VA b7 — 1. PR arylsulfatase A OFFHHE T (RIS PO Sulfatide OFRIHRILHIN TR CRASD) S
2. Y LbY EEE— L&Y L&Y 1Y
3. RN ) 2.72L 2.72L 2.72L
2. RN 3. KIti 3. Rt 3. Rt
S NFTNANE 7 7—BIIE 1SR arylsulfatase A, B, C OIFMKT SUMF1 S8 o2 SRR JPEAT (Fifiekh) S
(Multiple sulfatase JKHEE) 2. FLahim 1.5HY 1.V (1.sulfatide 2.DS 3.HS) 1LY
2. K5 2.72L L&Y 2.72L
hsukbatase AT ) 3. Rt 2.72L 3. AR
A 3. R
ylsulfatas u‘ﬁm_ﬁ ({ )
,1 1fatas {‘;i-‘fbﬂ%: ( )
ZDD sul fatase—( )
i ( )
e )
77— 1 1% ceramidase OFEMHIL T [R5 o5 ceramide OOFFFE (B2 A A (R S
(Farber J73) 2. 2% LY A L&Y L&Y L&Y
3. 37 B 2731 2. 7L 2.73L
4. 47 2. R 3. AR 3. ARG 3. AR
5 5%
6. 67
7. 7R
LAZET R LAN—T— a~iduronidase OTFHEL T [t o2 1.D8 2. HS DR Rk TR
2. N—F— S x A T Loy EHE ( ) L&Y L&Y L&Y
3. VA T EEEC ~ ) 2.72L 2. RFi 2.72L
2. K 3. Kt 3. AR
LTZBE TR 1. FAER iduronate-2-sul fatase OTRME (At 2R 1.DS 2. HS OIRHRIkRH TR
OB =) 2. Y LdHY L&Y L&Y L&Y
2.7 2. K 2.72L
) 3. K% 3. RS
2. K
LTZBHE T1T 5 1A% heparan N-sulfatase OIFHK [V oA HS RIS PR
(74 V) LdY L&Y L&Y L&Y
B 2.72L 2. Rt 2.72L
2. K5 3. Rt 3. AR
2.B%! a-N-acetylglucosaminidase OFFPEE (At 2R
LY W L&Y
AR 2.72L
2. A 3. R
3.CHY acetyl-CoA: a glucosaminide N- A& TR
acetyltransferase OFEPHK T 1.V
L&Yy EEE— 2.72L
AR 3. RHE
2. A
4.D%! N-acetylglucosamine 6-sulfatase Ol [l TR
(9 L&Y
L&Yy EEE— 2.72L
3. R
e e s o
LIS IV LAY galactosamine 6-sulfatase OJEMHK T R/ o 1.KS 2. CS-A O fpksLE TR
(LAY R L&Yy EEE— L&Y L&Y L&Y
e O A 2721 2721 2721
shei 2. RN 3. RFEHE 3. R 3. Rt
2.8 B-galactosidase [AfE 2R
L&Yy EEE— L&Y
2. K 2.72L
3. R
LTZEE VLY 1. i arylsulfatase B OFFHHE [V oA DS pRe ik SRR
(e b=+ Z73) 2. LdY &HE ) L&Y L&Y L&Y
ERfE (o~ ) 2.72L 2. Rt 2. 7L
2. K 3. R 3. A
DT SHEVIT Y 1. R B-glucuronidase OIFMHE T [l TR 1.DS 2.HS 3.CSRPHREE TR
(RFA9) 2. TP LdY o L&Y L&Y L&Y
3. R ) 2.72L 2721 2.72L
2. K 3. ARG 3. A 3. A
2 P S FERIEIE A TASR CHHIEAPEOWRT ZOM GBI
LI ZHEE X hyaluroni dase OIFMHE T (RIS F oA BRGSO TR
(e 7 e =4—¥XHBIiE LbYy EEE L&Y L&Y L&Y
(Hyaluronidase KAHE) ) AR~ 2.721L 2.72L 2.72L
2. RFti 3. KTt 3. ARFH 3. Rt
T Y R—U R JE sialidase OIEPHE F RISz F oA JRHP sialyloligosaccharide RS | JpPiiedy ()2 efedh) S
2. 114 LbYy EEE L&Y it L&Y
2.7 L&Y 2.7
) 3. KTt 2.72L 3. Rt
2. A 3. AT
W57 W7 Y K=y A 1A RO R B—galactosidase OIEMHE F SRR R T TS 0255 PR sialyloligosaccharide HRIESE | JpBiiids (V> Bfdi) S5
2. gLy LdY o L&Y w L&Y
3. AR OWRNEL AR~ 2.72L Ldb 2.72L
2. A5 3. AR 2721 3. A
3. A
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2. R
cathepsin A OFFMHET
Loy iGiHE( )

A~
2. RN

19 LY ER—TA 1 EEE (1T T-cell %) Y 7%k Bgalactosidase ODIEHHE T GNPTAB o8 TP
2. 1R (T11 7Y LY whe L&Y (FRRRURHER I Tz
e L~ 2721 L&Y
2. R 3. RFE 2. 7L
1M o -mannosi dase OFEMHHEIN 3. KFt
LY FHEE GNPTG R 7005
GEERC o~ L&D
2. A9 2.72L
ifnfE B—fucosidase OOFFEMERIIN 3. AT
O Y —
2. R
20 -~ )Y R 1. LR a-mamnosidase DIFMALT (Rt P2 oligosaccharide DFRAHRIETLA A (s, VR e
2. AN LY FEEE L&D LY L&Y
R L 2.72L 2.72L 2.72L
2700 3. AR It 3. R 3. Rt
3. A
21 BV )V K=y A B-mannosidase OJFHEIL T RIS oA oligosaccharide OpRH R TR (R, O S
LHY i 1L.&Y 1.HY L&Y
) 2781 2.72L 2.72L
2. RS 3. KH 3. Rl 3. Rt
22 FED 2 1. gLy a~fucosidase DIFHE T [ oA oligosaccharide ObRHRILS TR (R0 S
2. R LHY i 1L.&Y 1.HY L&Y
2.72L 2.72L 2.72L
i 3. K It 3. R 3. Rt
2. K9
23 T AP GVFILT Y2 i aspartylglucosaminidase ODIFVHE T [AlfEtifs e oligosaccharide ORHHRIE R (U R S
1L.&HY  JEHEE ( ) 1.HY (aspartylglucosamine) 1.HY
I ( ~ ) 2.72L 1L.&HY 2.72L
2. A9 3. A 2.72L 3. A
3. Rt
24 v RT—/ kR 113 N-acetyl-a—galactosaminidase G T [FER o oA 1. ol igosaccharide OFRHHRIELF JrE A
(Schindler /#HliH3) 2. 117! LY FEEE L&D 2. glycopept ide DIRADHHH (R, MEPRz, TR
3.1 2.72L 1L.HY 1LHY
RO~ 3. R 2.72L 2.72L
2. RFE 3. Rt 3. Rt
2% ARG 1. SLRR acid a-glucosidase OIFMEEKT [AlfEtts s TR (AR S
(Pompe 37%) 2. /N LY L&Y Ldb
3. BN bR C o~ 2.7 2.7
2. RFE 3. At 3. Rt
% WA Y S — PR LA (74~ 9 | acid lipase OREMHET LIPAEIr O 1. cholesterol ester (¥ TR (R S
(Wolman J7)) 1LHY i 1LY 2. triglyceride (i L&Y
2.8 (AL AT R—LT 2.72L 1Y 2. 78
AT IVAERHE (CESD)) RO~ 3. R 2.7 3. Rt
2. RFE 3. Rt
27 B AK Lamp-2 S LTS, Lamp2 O 4S5 MRS (), LIS
(Danon J7) 1.&Y 1LY L&Y
2.72L 2.7 2.72L
28 e 7 SR LU (@R SIALIN DS SLCI7AS (SIALIN iz {255 SRAplE 7 RO ES T (B0, Y St
2. HfEpE 1.HY 1Y 1L.®Y 1L.&Y
3. 9795 (Salla ) @HER) 2.72L 2.72L 2.72L 2.72L
3. ARHE 3. At 3. Rt 3. Rt
29 tad NYRTAF ) -2 LA PPT DS [F/ERE 7 (AND) 0% AL
2. LU LY L&Y Gk
3. LI 2. RN 2.72L 4 )
4, HHFR tripeptidyl peptidase 1 DS 3. K 1.GROD 2.CV 3.FP 4.RL
5. BN LbY [Afn - (D) oA Lib
6. JEERY 2. X5 1Y 2.72L
2781 3. AR
3. At (AR, B 2ed)
TN CNEL T4
30 777V 1. Ay a-galactosidase A OIFHKT [V oA Gh3 DERAPHRIEEL LI, R (D, EHRD 2
2. i LY L&Y L&Y w
s 2.72L 2.72L
3. SR e 2. 721 @7 TR 3. RHE 3. K
31 SAFUE AT ) —VA) 1. CINSTEE 025 FUERFOY AT LAY LR S (e s) JeE
2. PR L&Y L&Y L&Y
3. IR (IR 2.72L 2.72L 2.72L

1) DS : 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
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20 BIBEEBE AT —

1. &
BIBEREDRAMAT— (&, BB 2P IRBRERONBHEERET S X EEERXDEREEETH
%, INRKIHE, BEHKE . BIBEHF 8 =1—0/F— (adrenomyeloneuropathy : AMN) . Bt A KAXE! |
N RNER R TOVUR  RUREELGCEDBERFRENFEL. BELOHRKER, FPRITELGS £
FHEHMELTIE., PRERREZITTEL FEALE DB MEE, FOKIE, AMERLZEICEVTER
SHEAFNAEPREE 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) X, DRRIKE ERBRDIEREZR T 58, LORBRIETT D,

FEA KRR (22 LR DO RAE) &, BREAE O AKX THRAEL . LB ERITETT S,

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%IEIBALEETHLIN. TODIFRIBTHEREICTEELAIBR
2ERTHIEH DRI,
ZHREETH—ETIEMESEEBIZ AMN HEREET CENHD (KHERES) .

4. Bk
NEREBECEWVTHRERRHOEMBFHEBIEICKY . FEROETORELENHFESNTEY ., BE
FELTHIR SN FRBFHRUBAKRBKBICHLTCHLRERRICHE F5EMMEEREEIRESN
TW%, — A ETHTOREF TE+2EHMENFONLGNIEN S, T, EMEFHADTEHEIZFE
T HEHHE (GVHD &) ICXDEEFMEHY . BILICOVWTIE+RLREADPDETH D, RHOZEER
HOEMBFHEBENFRICEVTEBOTEETHS,
Lorenzo’s oil (AL AV EE: TILABE=4:1) %, P DIBERIFEIAEL (VLCFA) (FICEaFNAERER) Z1EE
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L3 5h%, BEL-HEERZIFITEIMRIIZLVEZEZONTIVD, TDM., AMN DX ERIEE DK
Pt FREE IR (S IEHE A EL T RIS LI UERRERIR CEEREZT I, BB A £(CHL T
ATOSRFIDOFFENITHONS (F=F2L. ATAAFEIIEHBEIRICITENTHD) .

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 RE AMN ORI CERTHIENHY . 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 ANS1EIC1HOERLEFRE
(Wechsler RENREREML) . BIC 12 RLUBTIX1ET LD MRIRENDELEZ D, WTAHDRETK
B OREINTESNZ(FTROETHH 1) BEICIE. RRICEMHHEEBEERTNELEDN
%,

O EHHEIHELSIHE
1. BB (ST FEEERZREBLREFER
249 N
2. RIRDHAE
FBR(ABCDT Ma—FKLTL\% ATP-binding cassette subfamily D member 1 DIEREFR £ KYUBTEL -2
B REEAFEMBROBE N RESND, )
3. MRMERERAE
RS GRAEELG L) RIS, /M-SR ICOVWTIIREFR D EMEHAFEHE, AMN, 2 FF
B L TIEEE L. BIBA 2SR L TIIRTARS/RFRIDHE T EE.
4. REIOBRE
HEETHTHD.)

HY
-H-/\¥~

6. &: 7
FERBBICEHIFREASFEERANT, 2 TOREENRET S,

O 1T
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X
i
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[CEIF=AFIDBELEDREICEHT SR
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<TWREAE>
Definite ZxIR&T 5
1. FEERESSCRUBRKRATR
ERE(R) CRBEEICROONIFRIIUTDOESYTHS,

OFFFRER
INETIETFERMESHEZFTCLDRELHLULIERERZT 5, HATEHESEORIND
MRELGEZET D,

QzIEEREE

INRTERZEERE. \A-BA-BH-EF-RELEOEELNEND, RATIE, MAEEDET. &
RIEREFEE (KFE. K1T. KR LGEEET D,

QBRANET
MRERELTEZLD, BHOKE, fH. REGFLHEEET D, (REFOHE-. AYHNR IO
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,
@BERMEES

HRIEE . ZEELGEEET D,
®@BIB R AR
BIN. BRA R RERD. BFRILE (KE. E5R) ENELEEET D,

2. REmMR
(B REAEAEE ST
C26:0, C25:0, C24: 075 & DB RIHIEIHEEDIEMER DD, MERT,TIT D, MTHRAEE. Frin
KIERRELREZAVTHNT 5, BREEHBOBHEENOEE LERRE OMICITHEEMEEEL,
ZHREEDKI80% THEREBHEOEMERD S,
SEE(M;FERT4>T3T1)2C26:07C22:0)
INREIALD 00260 * 0.0084 (n=47)
E®avbo—iL 00056 =+ 00013 (n=710)
(2)E& &2 kT (BEEBMRI, BEERCT)
INBRRNE BEHRE ., R AKBKE TIE, KNS EORREEERAIIC—EL T, CTTIXERINE.
MRI T2585fE{& . FLAREHE CIEEEBEER D5 MED A HIFRBEERE. . EEELEOAIKE
FEDER. BRI REMNZ LD, FNICHIEEEL BN SR BFELHLEH 5.
AMNTIE, T2S&FRER . FLAIREHE THARDSESEELOT L ETHICIEEROERMERE

175



PEESNDEN DD, Mk - R TIXSEARER, /i, BRACERGEDREZEARET 5. FEM
DEEBEREDH AL TIE, AR =V AIZKYERZHRZRD S,

BHELEEZRE
FEME RS FFH ELL(ABR) TILL I~MIBREBRNERTHIENZ L FEREFHR BN (SEP) RUAR
RFEREM(VEP)LEREZROLIIENZN REHRCERBTLEEETERDSHENH D,

(A)BIBHEERE
BE PR A1 ZEAE IR TH . ACTHE B orapid ACTHRIHAER CIRRIGZERH D ENH D,
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FERLERZEDD, KNAERBEREDOYIOT77—2, BIBRR G, REHES 1D I
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BLLDLEFSINA TS,
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(SSPE) . thd BB AbOT4—
(2)BA
R X RRE . 2 RMELAE . FFiR. FREE. /DN ESIE. 7OVUUR. KES.
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4. ZEROHTI)—
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DOTFREOMN~QB)NIEHETEmI=T LD (REE)
QRENICRAEEXITFREENSY., FTRD(2)ZHE-T BIR (RERMB M)
QT RDO(MNERZFEim=F XM T, RIENIZREE XIFREEN WD, HAHWIIIBRE
IR BA S ECABCD G FEREATORETHI B E (XHRER)
@ABCDIZIRREDEEFEENRESN =B
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(2)f#E. Mm%, FMKFEOWT W TR REBHRRESSIE,
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TROBRENFEEZSEL,. 2 TORYEEZHERET S,
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BIBEBE AT —DIRE
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FAEFE(E. 3~ 105K, A& -1TEEL. /A -BHET. MeEES. STESLETHREL. K
FTHEMIREIZESIENZL . XULBUVEBRKRRFE,
QR EFHKME
FAEEERIE. 1 ~215%, BRARAEIK ., BRARERBIT/NRE LT IFRER.
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INBEIZRNTELY,

@R A K2
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234 RNILAFVY—LRFEIBAEDCAMN D —FFRLS,)

O #M=

1.

BE
RNIVFAF Y= LRBIEHEARLE TV —LIZRETIBER-FVNNVDERRIEBIEL. ThoDR
DINGERVF X D) —LICBESEDDHITBERG PEX VNI DBELRFEEE (NILFFY—LR
REEE) D227 ToNnd, CNLDBEEFEREICIVBRLALGRILEFOV—LRBRHVPESFT SN, &
REHRERERILICSHRELDERICEETERLTEZIRICHI-PBKREEETDH, _NETITRLVEEDS
WEBIBEEECAMOT —0O RIEEN ORIV TV —LROBRTHLS YT A—H—EEHLGE
1516 DHERBICHESN TS, CCTREAICHEERFROMRELGO>TVLEIBTAE S AMAT—ZRRLV:
RIWVAFDY—LIRERRET B,
<HEENE>
1. RUVFF Y —LEREREE (PEXEGFERE)
(MYZIANR—H—ZARI S L (PEX1,2356.10,12,13.14,16,19.26 Bz FEE)
YTIAR—H—EIREE
_ OFERVRAERECRANIT—
@) FRELIY LR
A2 IR B ERAET1E. 5 & (Rhizomelic chondrodysplasia punctate type 1. type 5:RCDP
typel. type5) (PEX7, PEX5L BILFRE)
2. BRIEHE
(DEIBRBECAMAT4—(ABCD1EEFEE)
(2) B BRI REER RIEE
TFI-CoAFAFIH—+H 1(Acyl-CoA oxidase 1: ACOX1) RIBFE(ACOXTEIEFER)
D-ZEEEE3® (D-bifunctional protein: DBP) RI8BHE(HSDI7B4:81FEE)
_ATO—)LF) 7T OT A2 X(Sterol carrier protein X: SCPx) RI&JE (SCP2 EIZFEE)
_2-AF LT L IL-CoA St < —+ (2-Methylacyl-CoA racemase : AMACR) Ri84%E (AMACR &%
FEE)
@I 7Y LIE(PHYHEIEFEE)
(8)TSRTO—7 U SR RERRIBE
IRHERRBEERRE2R!,. 38!, 4%!(Rhizomelic chondrodysplasia punctata type 2. type 3.
type 4: +
RCDP type 2. type 3. type 4) (GNPAT. AGPS. FARI EIzFEE)
BREREMEE 1 VBERIE | B (AGXTEEFEE)

(B)YF7HBESEIT (BHZ5—EIMfE) (CATELEFER)
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BRIGERNHOND, RERHCREKRBLEREILIZERY, AUABRTHEROCEEEIZEIENAD
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[ZH D,
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6. EEENE
modified Rankin Scale (mRS) . B - K& RO TN ETNDFHER7—ILZRAWLT. LWFnbhb
L EEXRRET B,
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1~3([F 12D PEXBIEFDENNIEBEEZELDVIIAR—H—ARINSLELT, BBROEEEDZEN
[2&Y, DFEEIN TS, 4ADBRE AR BEEMRE1RELSEIITNE N PEX7 & PEXSL DEEFEEIC
&5,
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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. RESKRTEEMAAIE1E, 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
FTIIRTT 5. F-REMRELT I/ RBREICABEBELROS,

B. REFR
1. A LAy — LKA OBIE (BHT—Hh—)
D £ 4 B FIRS R
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YIIAR—H—ARI,SLTIE C26:0, C25:0, C24:0 14 E DI PG R IHEAFIAEFEEDIEMEEDH D,
BERTIL, BINORELEEIZLEDIN. BHY—h—LLTIEREERTHS. —F . RCDP type 1.
type 5 TIFEMZEERHALY,

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

YIIWAR—F—ZARY,S5 LT, £-RCDP type 1. type 5 THIERT T 5, b~ T DREREFXEAEECHERET

AIERIZHY . BERTIHEFTLAN EHH D5,

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

YT JLA—H—EEREDIEES CT TIIAIRNEIEKR (BRTI—TROMNSHIEEHS) . MRI ER TILEES
EREE LN E T R E A CRINELR K OB ERALED S, —A. TERVBEITAESXMAY
1—DRERFAR T BRESEZ L ETHEOREBRLAEEELAONDS, T RL I LED
fidi MRI Pt R TIXSERRR /MM R, RNBICRBESHROHON., D& /NMEHSKIKNE EIZIEAHEAE
fHlt 751 %, RCDP type 1 TIEEEE D KN, /MDD ZEMEAS MR [CTHBILEECAEOEREES. i
BELGEERODEFLHEIND,

3. BEMRRTAV-RELE

BEERICKIVIEERHESFHEEEZHIULL T NILAFIV—LEAV NN IDMBABEEZRELRE TH
VY5, ECHIT—EHESAVLNATEY . YIIAR—H—RRINS L TILEE. MIEAICSRIZEE
BHAS—EEH (RILAFIY—L) [EHLNEN, 2L BER TIERBICLRTOHRIEES (I8
[CEEHINHNBZENH S, —F . RCDP type 1. type 5 TIERBEIFFRIRICERIND,

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
B FRAEEERE

<ELEIRHLARE>

182



Toov—IERRE . L—NIVIS, A7 A ERR A RBRE. AEEMRERT SV —LRPIMaY
FU7%E. thORIREREME. BEEME. BH/NRERELE,

B TRILATIY—L [ -EE{LEER RISSE . Contiguous ABCD1/DXS1375E deletion syndrome
(CADDS)GARDS, BIBEBEVAMATA—  LIY LR, REMBV1VBRE1RGEDRILA XY —
LRDER EHETHD,

2. BRMERREREERBAE 13, 5% (RCDP type 1. type 5)
RIRRBEMREZFILOHET HBRMEE (RS HRBEMECIIBELREDOBHNER), TSR
TO—7 &R RIEAED RCDP type2 R 3, VI ILR—H—IARILT L, LITY LREEDR LA
FOU—LRIEE,

D. BRFHRE
1. YT R—F—ZARGrS L
12 8D PEXEILF (PEXI, PEX2, PEX3, PEX5, PEX6, PEX10, PEX12, PEX13, PEX14, PEX16,
PEX19. PEX26) DZEEFEHI/N) T U b DiEH
2. RCDP type 1. type 5

PEX7 EFT-1% PEXSL EIFDFERI/N) T DBEHFEREER

<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
Q@PEXEBIEFEEDFEHN) FURDREEEINT=HD

2. IRMERKEREEMAE1E. 55 (RCDP type 1. type 5)
(DEEK TR F-IEE
Q)M RIVAF IV —LRBEDDRIE T, T2V BOEMRVTIAIO—S 0D, BREERE
(XIE®E
(B)PEX7 £EFETZIF PEXSL BARFDHEHI/N) 7 B lmFEEINRIESNIZLD

Definite ELTIE. (1)~B)DIEBZ L2 THE=T1D
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<EBREE>
RIVAFIYV—LL BIERERRIBEOZHELE

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-Z5aE% 5% (DBP) R84%E
FEAELFERANSDFHBRIETLIMNAUADIFTONAZRD D, Z0OZEREEENZEDS
N, —EICIEEBETANAERD D, SHITHIEFRPCPHRERES. RiRk. RE-BEEEFIC, YIIA—H—
FEIR B AL ORTEEZRE . KRPIFX. REF##. SRBRF. 2OE. NEE. ENMENGEDERER
IZ. FFIEXRZRD D, ZIL2METITMRITTRET T 0%, FNIC, SN READFKAE CTRIGLEZBZERT
Ez)k@l%in«ohrzbu ZOERKG IS, BEE /DNTEEB AR . SHAREBIR. RiEMEEELLE T, B8
DEFZEHSCE=OIC. HEORHAZHENADNEETHD,

3. AFAO—JLF¥¥)7FOTA X(SCPx) RiB%E
17T BEYBREMHE. FHEEED. DNEKREEL. 5520 MRI TR, BIZ T2 SIEBEHZRD- 45 %
EHEENRESNTINS,

4. 2-AFIJLT L)L CoA 5tET— t(AMACR)ﬁZ?Ef'

FLRHIDRR A SR EIS ECDNENSRAEAICHKAES
SPBEEEH =2 —0O/\F— beﬁﬂ;@%%li MIREREIE T, TCADA . REEF. BREORKESRE
D IR RE B LS4 TDTFET B,

B. REMR
1. MAARLAFY—LKBEYDRE ZE~—h—)

D8 R H Ea AR AL
C26:0,C25:0, C24:0 =& DB EHEHEAFAEHEAETE E L9 5 ACOX] & DBP K1EfE TIFBREH
BHFNRERAER D ETEERH S, 4FIC ACOXT IIBETIXZFOEBEFEM LY. EHOBR HATIIEHER
DEBNE—DEILEHFETH D, —H. SCPx & AMACR RIEFETIE., TICH RSB EEE &
¥ 51-8 . BRELTBFEOEREITEOE,

Q745 B, T RAVEE . BB BEY
RIAFDY— LB -BIERTIE T R AU EEAORE B D ShE L 38 ZE ¥ DHCA/THCA O 7> ¥ 8RB Ak
DFEMEHITOTLVST=6 . DBP *° SCPx RIBFETIIEFE T HIERIZH D, F-MED R {KlF AMACR
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[CKY SIRIZEBINTHS B-BILE (1576 . AMACR RIEFECLERZRD D, SHITTYRFY
BEDEIBRATHD I3V BB ETET D, 1120, T48VBIREICHETS B8 T4 BEET) RS
VEREDFHEFREFOERINRIEEEZET 5.

{5 52 Wt (BE&F MRI, B880 CT)

ACOX1 RABFETIXIFEALE DIEFI TR, /MNICAEEELTRD S, F71- DBP RIEFEEF DMK MRI X
CT CIERNERROREER L. BEELEIE. B8E. IXZEHE. germinolytic cyst TREZFFRH D, SCPx RIEJE
FBE TIXTESR MRI ICTHRER. 45, £ 5EE (T, AMACR R1EJE TIIMNEF OHRER. MKIC T2 SEBEHEELS:
FEFIDNERESN TS,

3. BEHREE R
AL/TOYRPRERBERICKY ., BZIAVNNIDREEZZRDHDHELH S, £~ ACOX1 & DBP RIEEE
%ﬂﬂﬂ@#ﬁﬁ@%—ﬁﬁw&ﬁlL\f:ﬁ&ﬁ%@'@lis HE5—EEBBEM(RILAFIY—L)MN, BELYK
DIEEZELTINS,

C. #AIZH
LTOHRELENT S,
1. ACOX1 B Uf DBP RigfE
BEZEMECER/DMEEMEIC. NLAFIV—LEBRERECRITEREC AT —LREDR LA
FY—LIR
2. SCPxXRIBfE
BHEZ4E
3. AMACR RiB%E
ERMEARERERE. REEH -1 —O/N\F—OMREBREMRE. CAMA. REEF. BRHED
IIE . BB B 8= 1—0/\F— (adrenomyeloneuropathy : AMN) 0L 7 H LIFHE DR LA T —LTF

D. BEEFMRE
1. ACOX1. DBP(HSD17B4). SCPx. AMACR &IEF DIRHI/\) 7o DiEHREZER

<EWOHhTI—>
(EKRTRAF-IEE
QB RBIZFHBHGENILA XYV —LRBEDDEEZRDOD,
B L/TOVERIFTHIAREBIZEDRAIV/NIDRIEZRDH D,

Definite ELTIE. FEEOXIZQDWThMIZEZ U T HEHET S,

DL, ZHEEN)~Q)DIEBRZETHEI-TID
QBEEN)~B)NEBR 12U LITHFEEEEFEERHNN\YTZ U RIESN=HD
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<EoWREHE>
TIRARO0—FUEMRBAREBE BERKRERMBIE2R 3847 (RCDP type 2, type 3. type 4) DFZ

A. fEK
RCDP type 2, 3 &% typel [ZHBE T IR AR B R BIEDERKREZRO D, THHLEMER DM
BAEMECES O R RARIE. BEER. ANE. EEORHEBREEFTEET D, F-MEREMREIN R
GLEBAI TRV, EEERCHKEEFLTENBEED variant type DIRELA 515, RCDP type 4 [FIE
B SR, MMEE. REEE, BHEECANABEEFHEEL RILAXLVY—LIZEHETD
T5ARO—45 V&R EES fatty acyl-CoA reductase 1 (FARDDRIBIZHEEF S7=8 RCDP type 4 LEi RS
ff=H' RCDP THRESN AFHMAERER FROLL,

B. BEMR
1. M- BN TSATO—45UEEDET
HAEZEMIZIE type 2. 3. 4 LT - MIF. FMEKAORHFMIRFICHTE5T5XAI0—SUEEDHE
LERDD, —H.type 1.5 TIETFRAIA—SFUEEDFEAD LS, M- MFTOI(2VEBEOEMLER
H5,

2. {RHEFMIAERNETSATO— U ERREBREEDIET

RCDP type 2 Tl& DHAP (dihydroxyacetonephosphate) 7/ )Lk 52 AT 25—+ (acyltransferase) i& 1% .
type 3 TIX7JILFJL-DHAP 23—+ (synthase) j& 4. type 4 Tl fatty acyl-CoA reductase 1 (FAR1)D
BTZEDD, 1=1=L. DHAP 7L LSV RTT5—E (X T ILFIL-DHAP LU A—EEDATAMN)T—%
L THEBEL TULVA =D, 7ILFJL-DHAP L 3—E RIBFED type 3 [ZHULVTEH type 2 DRIEBERTHS
DHAP 7L LSV RT 25— EMUA 16%BERD T HENRESNTIVS, F= type 1.5 HREZ
13 T#H% PEXT, PEXSL W7 ILFIL-DHAP LU A—E DRBARTH A0 AEREFEDETERDD,

C. #AI2H
UTOKREEEANT 5,

EEEREMN DI EL TIZE RMEE. ISR MELN O SIKEE R 2 BUE (chondrodysplasia punctata)
DEFON ., MAHREEMEICKDER. X RATRDOZHMNEETHSD, RCDP typel, type 5 EDHERI LT
1AV DEROFAS—E (thiolase) DT OV VT IZREEZRBORNIELY YT IA—H—EEEE
DFERIBREEFEDEFEROLNEOAFELREBTHREMISHERRILAF Y —LHAFELTL
HIEXYTARETH D,

D. BEFHRE
1. RCDP type 2 | GNPATdhydroxyacetonephosphate—(DHAR) -acyltransterase, type 3 |& AGPSakkyi=
DHAP synthase, type 4 |& FART BIZFDHBHIN) 7O rDBH R4 R
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<EBWohTI)—>
(DEER THRAF-IEH
()M PHBDOTIATO—TUEEDET., 7132 8. BRIEBHERITER
(B)DHAP 7L LS RI725—E X (L7 ILFIL-DHAP o 2B —+  fatty acyl-CoA reductase 1 D EHIET

Definite ELTIE, FEROXIZQDWTNMZZLTHEHET S,

DL, PHEEN)~Q)NERZLTHETIN

@(1)~(3)DIEH 1D LLEIZ RCDP type 2 [£ GNPAT. type 3 [& AGPS, type 4 | FAR! BIZFDIHERI/N)
7k 2 7= S—HFF = LB —ERRIEFEERFZROHLHLD

<EEREE>
LY LREDZEAE

A. fEIR
REFERILT7HAND 50 BT, BIEFHLEEE THTLLEBELEND, 2LOEHIIBHETHIBIE
BREUEICEIRETRET DM, MNRAICEE IMNENIEELH D, SOHITREBEELET ., F0 1
OERITHEEIEICREEE . LR —ONF— BEARE. /MYNKH. ABEEET 5, SOHITTEIRP
DARIE .. BAREEETEFBEAT . RKABREFDFRIITR T, FIEHIL 30 MATIELLTHEY. &
HELTDRIEICKDBATENRELZ L BBIZIEMETHETHEIM AERFD PRI R SME., BgE2
BICERH 1 —ONF—OHHET. KALEF2RET BEL IV LR ORELH S,

B. REMR
1. e I3 B0 RIE
MEFI4 3V BIEBEDOZENKREVD, ZLDOAEHIT 200uM L EERT , F-TVRAUEBEOEMIEER
HIEN=D . RBFICRIELTI VR TRV B DEMERERT 5 EELEHICERTH .

2. BERRVINY
HEBDIBEZEFOLENRERI /NI DEMERD S,

C. #AI2H
LT OHERBEERNT 5,
MIEEREME. #EE. RAREORHEBREZO/NDRNKTR. ABEC. 1 BOEREZRD LM
DRIVAFIY—LIR

D. BIZFHMRE
1. PHYHEEEFOFEH/AN 7O rDBHERREER

<EHohTI—>
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(WERTIRRI-IER
()74 2 D EMN

Definite ELTIE, FEEDOXIZQDWNThMIZZYTHEHET S,
QL. ZHEEQN), QDEBRHZm-F1D
QPHYHIRRIN) T U RERH R DEIEFEELARESHE=LD
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<BHEE>
REES1VBRKE [ B OZMESE

A. fEIR

RIEILFLIRE &Y 50 METHLNDHY, FELL L DREFIE5 LRI, 90% LA E (& 25 B FE TITREREE
AOHRBMERTHLIB IR OCBERMEMR CTRET 5. TD®R. REEHAZRYEREL, ERKILE. BF
EHETLT, REAEDEFITRIADE R LIKEEICHED, BT ETDER W’té:btli OFLREIE
BANSBELRLT. QNEISBREHICREERBHEENSEFLT. OQRAHIZHAT. DEBIEERD
BRET. ORERLYRIERIC. HEZIKITED,

BLUNDERTIE. BSHERELTODEHRAAND Y 2 IBEHIILY ) LREIZEZFERMAZE T DN, K
DEMBEOERDEHE SHTVD, SOHITHERAICEULLBRACRBIEE. HORE. RignEES. &
FRIZEDHREELRENALND,

B. REMR
1. £LZEMRE
RSB J)I—)LEHHE, MPS 1 IBREDEMERDS, REUS S 1 VERRE IR T
J)3—LEEDRPHEIEMIERO T L-V ) ) U EORPHEHIENEZED S,
2. Bxo— H#ficT
BF. LBMRE. ERAEORAICLD LMRBOAZEDT-HKE. KIREDMREET 5. 545
IzHﬂ (B CT A HERIN D,
3. FFERIZ&S AGT BERFMHEDAIE

C. #RIZH
UTDEREZENT S,
BRI RIEERE. BRARILE

D. BIZFHRE
1. AGXT B FDHEH/N) T DR RRIEER

<gEOhTI)—>
(EKTRAF-IEH
(QRFPaVEE J)a—)LEEHE, P 1 IBEOLSR
(BIFE#IZED AGT BEREFMDIET
(AAGXT BIGFEEREZRD D DHEHN)TULERDHEHLD

Definite ELTIE. FEEOXIZQDWT AU T HEHET S,
DL, SHEEQR)RIZAG)DIBEEEHI-TED
QR)ELVMNEKRERETEMRVR)NDIERZHE=THD
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<BHEE>
ThESEIT7 (EHAF5—EIMIE) DD ELE

A. fEIR
ZATHVEICHRAEICRET 5 OEREFHNET 5, ETHETHRZEDESH SEEMBESAD
RIE, BREICETETTIEEHNS. HEEREEOBREMNFETHD. EFETIEOBRREDHE LI
EMEDERIZKY . REIEHMERICHIEEZ DN TIVD, FEREBITEVLTIXBEILKFDOER. 1
EICKDRBIETROUGEELH D,

B. REMR
1. MPhE5—EFEDRE
MR BEILKRTRBBIZEDLDELYBFARERED . MEFRDOHZ5—EFRZRET HE2ED,
[FEAERBDBINIETHE5E2T . 50%RBE. BELTONIEERIZSEIT EZHEN D,

C. #RIZH
UTDEREZENT S,
HEATHIEEE O R %, EERER

D. EnFMRE
1. eatalaseCATBIEFDHEM/NI T U LDRHFRREER

<EWOHhTI—>
(WEBERE S VERRFT R TR~ 1B
QP HES—EEFEDET

Definite ELTIE. FEEOXIZQDWT MU T DEHNET S,
DL, ZHWEEQN). QDIEBRZETHE=TLD
QeatalaseCAT BIEFEEARESAELDODFEHNYTUERHDED
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<EEESE>

modified Rankin Scale (mRS) . BE %X &, FIRODZFNZFNDFHER—I/ILEZRALT, LWIFhhh

SUEZERRET D,

H A fmodified Rankin Scale (mRS) | E & #E =

modified Rankin Scale

BEITYRER

0 | EoT=EMRML

BRERBRMMEBIERNELITEVRETH
%

1 | EIREH O THERALHNGEEF TN
BEDEHDHOFERIITAS

BRERR UM BIRIEH D5, R LR
ABIT>TUNAE B O EBIHIRIL L R AR
5%

2 | BREDEE:
RIELIRIDFENETITADDITTIEAEL
N.BZDEDOEYDZEENMBILZLIZITA
%

FAELART DN DIT o TULV L FOFHIZHIR
FHHH. BEEFFBEILTVWDHRETH
%)

3 | FEEDREE:
ASIDNEIEDEESTEHH., HTIEN BTG
LIZITZ%

BV a i R@sEAER AL HGEIC
FNBZELEETIN. BESIT.BE. F
FELGHDHEF . MMLUBEICEMTIZREE
LELWKRETH D

4 | PEEMEEDEE:
HITOFERHERIZENINBLETHDS

BESIT. BE. BELGHOHE. ML
EICINBIZERBELT DA, FiRkar#i
DBEELGWRETH D

5 | EENEE:
Bf-EY, k2K
bt I

s

CEISNHELRSTYVELE

BIENIDIBIELELT HRETHS

6 |

B A b ZF h 2 = hR

BE-REN)
. FEIREL

. BYHMEOIXRC. BERDEENDIRELELT S,
- BE-RBERICEOHDONBEET S,

a » 0N =2 O

- 2EMICEROMREERIKEFLTLS,
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 BFICOE S BEFEAELLVEEDERLH S, HEEE - BREFITKELL,

MR OMRBERMBERE. DOBRRELGE)ZLEET D,




% (R)

1.

o~ w N =0

EIRIZL
HEEDETREDHRITHLIN, HEETFE - BELFITKERLL,

MFIRIEZED=OIZEEDRUINGEDERLHD.

FFIRAE IR D BEER D5 (FI272 5. HAWTEBAREDBEEEFHETREINNELS,
IZEDRS | HEHNIHRMGBRSEREFERNBE,

SEVRH AN ERENTRIEEERANDLE,

2 W HE K OVEREE Sy B OIS B 1 2 B E H A

R4 W WD ERRIEIR . AT A IR L€, WY LT B OB EN WA, Wi
NOBHOLDZHANTHELI 22 (7277 L, YRR ORB 2~ THEERSE TH - T,
BATREZR B DIZIR5,),

C ARREBRAGTR IS B D BAEE RIS OV TE, BEUREZAEEO T TIHREREMTOA TS IRETH

2T, EHIL6 AR TR EVIREBZEMISHET§5 2 & &35,

LR B L JEROREN LREOBEIEESHE T ELU LIS E LRNWE TH D0, mEHRER kT 5

ZENRMBER L DIZONWTIE, EREBRORGET 5,
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258 HSO—R—1—=1) )OSR TT5—E RIBSE

1. @E
HSOR—=R-A-UVBED) ISV RTIT—EDAERIEREBILEEHETIZEY ., HS59—X . H
SHO—R-1-1)VBBDERBNELDHKETHD,

2. [RHA
BREREBETER(SHER BRELIERTEERE.

3. fEK
FERBEHHNS. WELBARE. THEER. BYTIR, THA. BHALSOEERER. AEEMFR. Rl
BOLEME#GENAOND, EILHE. REEEE. QNE, FES (GRE. FFiRE. FRRER LR
EVEEL. BERREE. ANMENDORREZRT ELHD, SV —REBENKGERELRETD
Tz O BUMIE . BERR R E DRBEREEZE R T HIENZE W, SV —RHIREIEREETHRITNILEHTE
MEB THD, F-RHICEOMINABRRABIN T, EMHHICHBBMER. NRBESELELEDE
BHEZRT CENHYEIENDBETH D,

4. BEE
BEREICEBHSIVN—RFIBETS,

5. %t

BYZEBRATHONRZITNIEHENTHY . RRAZH SN ARRIRSh THIEREHICEHEZRDD
CENBYIEEET D
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O EHOHEIIBHELEE

1. BER (RN EEERZKEILRFER
100 AFK i

2. RROWE
B

3. MBMIEEAE
RHEM (EITHETHD. )

4. REIDEE
DLE(BEEREZOBRGLEHEREDBRENVLE, )
HY (BARERRBEEZEROZHEEDHY, )

6. EEENLE
ERUERMEREDOEEEFMEEANT. PEFEULERRET D,

BRRES BAERRBREPRIFERR - I HREBEOERAHREEORAMIZ-
BRI IR TSP
FRMEE BAKE KFIEGHLHREN- LB, DHAME
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<BEEE>
Definite ZxH &9 5,

A. fEfR-FRERFT R

EIRREE ECHATHREEE 90-5- A RPN . BELFIRR.
THER . ﬁﬁ‘k’f’?& A, ﬂl:ﬂi&}:@/ﬁ{tﬁﬁrﬁ REBMFRAAOND, Bl REERES. BN
P&, FFPEE (FE. FTIRIE. FFEBER E R0 E) &R0 . BUnfE. BIRRGEDBREELHRET S, UL
—RGIRFARREZTORITNITBENERETHS,

B. REmMER
R)—BRERR

1. BREICEAMPHSHN R MFHSHF—R-1-YUBEQRET. WIFhi EET5,.E:. 450k
—ZIEHIEF TlEEDIZ 40~50mg/dL LLEELRRIENZLNAHSH—REIRIZE>TETL ., #EEHLHS
Hh—RFIRICE > TEEBEHBERNICTIETLISEICEET S,

2. fRIRICIGCTAFERIBERO LR . EVILEVED LR BHERE. INEHETEZREMEEERDD,

EEERANS—R) FEIEEEEITEY . ASHF—ZX-1-YLBEI) D IILNSU R T25—F (GALT) SEED
BTFFEREIZHEXEDRDHD,
2. BIGFMITT GALTEGFITREMEELZZEHS,

D. &R
(A) &R
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D1, ASYP—RMIE I B HSOMFF—ERIBE
AIVN—RBEZRHEIN. ATV—R-1-YUBMNMEEF - (FEREE T AT FT—EFHRET
F1=(E GALKT B FITHEREE R EEFEELZRDD,
@2. HS5Hb—RME I #:UDP HS5Hb—R-4-TE AS5—E RIBJE
AZIOb—R-1-YVENAFI—RALYLEHICERL, UDP A5V —R-4-TEAS—EFEHRETE:
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