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1. BE

CMFE T Crow-Fukase fE{EEE, POEMS fE{ZE. & AR, PEP IEIZE G L DA TIEEINTLSA. Ch
SHIETARTR—DEETH D, BEARFBICHELTIEYOD - FHAEIREE (Crow-Fukase fEIREE) . B TIE
POEMS JEIZEELIF(EN BT EM LUV, POEMS LI, SRR L. BREX. NOBEE MEA. K8
FERDIEXFERLTIVD, 1997 FICKERFEEMEPOMENKRIEIERF (VEGF) NEESELE
DTWAIEMNRESN TR, VEGF NEEERZEELTODIENHEEIN TS, THEHERE
EHIREREEIO—SIBENERICHEEL, FR -1 —ONF—ZRELLT, SELEREGHE
TEHEEREEELED,

FEREELTIE, BEOCOMELK. BHPEIZEVLWTZLOBENH D, RAEICHIEHEM IEH £EIC
[ LTS, F= 1995 FITH AL, FIEIL 20 HAMND 80 M LLLD LTSI LETRE L=,
EHREFRHIEBREBIZTI8HTHY., SR EBTHEICLLERLTH 10 BN 12,2004 FOELEFEE
HAMERERBEMARBXRAEEHRERBICETIAEARMRICLSI2ERETEH. ERNIZH 340 £
DEENNDIENHEE SN, RSO EIZDVLEL BRIZEVWTLYHEEDSVEETHLHIESN
T3,

2. FRA

RERFEDZSELEREDRECHIDNAMEMBOIBETHY .. SToHEMBEMITBIND
VEGF A FERBRREREERLTNDIENARISNDODH S, VEGF [FRNTMESBBMETELS LIV
MEHFECREET S0, FE. -k, RENERE. BREXGEDERREREZHRALOLT . L
DLEBIEHONZKEHRET (ZR_1—ONF)DERE#FICOVTIER T LERALH TIEE
L MEBBETEICKY MR MBEREFLVKREL. BEMREEBISETISLORVMBREANHERE
BITBITIHLEOMBMERNROEILZN L TRIRESEAECALEDRGNHAIMNREIEIZITEST
LVELY,

3. fEK
HNEHOBFE. REHERESICLEIFPEEDOLUNECR A TREL. COERKRNETTHIZD
NT.REODBRAECFREOFENHET S, KYDF T, MK-BEKOFE. REEK. BHET
FLHLABENORIET D, CNODERIERABTIERRITETLTITE REICHKRLLERINH
2TKD, BHIEREHZEEZTOCEREDHEE. LEREICLOIMEADKREPOENRIBBERFDO S
EREIZEDINTHESND,

4. BEE
BEMBERTHEILSINTOEWD, BIKTIEUTOLIEBENTHATEY . HiRAERIEAONT
W5, DK EL R EMRRENFEET SESTIE. BEZUVIRT 5. HAHWNILFEEICTREMED
BHEERIL T AEERDREEADHE, MFE VEGF ELREADTHIENS, BEMMESZNIZESS
VEGF MAEAVEBDI—TvbEED,
MIMEEOHEMIBENFET SHE (X, BEICHT 2N RMUIRC BT REHREEIEIRESN
5, LOLESHIIEETHAZEDFRIZILIEILIZHRE THY .. WEREOEYFEELS, BE
BN DERE, VB TEBEL TV A ATRER IEBETET . BATEERICITIEEICERKRAEIK S VEGF



DEZS—DNBETHS,

QLA LGHEMRBEOFAEATHALGES. NIEREBRENTFEI IEELXEFBEDILERE
115, AL EMRDISERRE THLSREBFMIEDGRA. THAGAILIFIVEEAICMAT
BERHENBHRBEEZHEIKRELCERE. YIRTAF. HHVERILTYVIT(TRTF7Y—LIRE
FDBEIZKD D FRMBEICBITLTOAZEICEL T, RERBTLRIERE. YIFTIREED
HALNTND, BIERERATOMFEROAEET—FHICERZRESE LN, BEICIYEHRL
BRICIENRAALNIGENCEN BRI,

5 F#

BNABEENTOABVNGEEDERFRIEITFTETHD, BIBRERATAMREEDBENTHNT
LMz 1980 ERFETIEEHEFIRBIINIETH o1z, AILITFIUEENPILTH-T- 1990 FRIZILFE
WAEFEIREIE 5~10 ELRENRONAEBEDIRER+HTHo>Tz. 2HHEFEICKDILT L DE
BEFBICEDDAVRFT—T  FKICEHERFE, BE. MERNREERSE. MARERELGENTERLE
7%, 2000 FEEMSITHONIBEO-BCREOHMRBELFIXELZEEIOTH CAEERE) T
FRCRHIERNPFINTOSA., BIERS FULRAT HE—ENHETHER N A#ON., REAFEIC
DNTIESHDBRAPDBETH D, RZEHD 9 EHICEITEIHIRIAREEDENMERTIREI LS
hTWB  REYIRIAREREICETIEMBRERS VS LMLERBLE O EN E EABRIETHTH
%,

O EHOHEIVLELEH
1. BEH
340 N (BARIEIZELD)
2. RIRDHE
A (VEGF OG5 ARSI TINS)
3. MBRMIEARE AL
REES (IBAEEAIFEIILTULVELY,)
4. REOEE
HE(—EDHETHRERLIA#LND)
HY (FRBEEOLHELEZHY)
6. EfEESEE
Barthel IndexZ#FL\T. 85 mLUUTERRET S,

TEFURICESGHERERE D RHBITIE . BEESE AR LTUX AORIHES
FRREE SRENAFEZHRBENHE L8 0 B
FRHMEE FEALEZHHENY K8 2R B
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<EORREE>
Crow—Fukase (POEMS)fE{xEf

Definite&ProbableZ xR &9 5, [z1-L. ZHR M EHEDZHELIZERHT LD IEEL

Definite RE#EA3 BRELELAAD/INEELR HBEULER-TF
Probable REEDSLRHEHREES (BR=-_21—0O/NF—) &MmiE VEGF
LHEEH-L.HAHADNEEEX IBELULEE-TE
Possible REEDILREAFEE (ZR-1—0O/NF—) ZFiFE=L.
M DOINE#ESE2 IHR L EE-9F
REHE . ZF—_1—ANF— (WIEIER)

MmEVEGFLES (1000 pg/ml LA L)
MEB (MEFFXEIIXREMEAGHE [REEEEICKEYIEE] )

INEEE CBREEMRE. FrvRILTUR, BEREK. FE. K, Bk, DEK ASBEE BIF. PRIR.
TEA, EIR. BIFIRIR, ERgEE)  KEEE (BRLE. NS nEE. F7/—E. MTKEBD).
FLERIFRE. M/MRIES
XizZL., PRIREEEE. BEREEEEISOVTEIAEREAB LD

BEROEETH/NEEDT IBEELTERALLEL,



<EEERE>
HEERYET(H : Barthel Index
85 MUTERRET S,

={EISES R
Bi. BBEGEDEET., REMRRAICENKRZD 10
1 BE BANE (FzEAE, BN TEYU>THAKLTESS) 5
==V :l 0
BHEF | Bi.IL—F. UL ALOBELED GETEILED) 15
) oy | BEOHINEFLIEREETS 10
FA®D | EHZLIFATRETHAMIZIE LB 5
% ENBEIEF A8 0
B CGEm., B2, ®mEE. OIT4H1Y) 5
3 ER
MBI E IS AT EE 0
B (KRDEE. BIBREZSD . R—2 T ERLEEFERALTVSEEEE 0
A rLE | DEELED)
£ BANE, AEXZSH. KR, RIBKRICNHIZET D 5
ENBIFELIEFOTRE 0
. BiL 5
5 A&
AN BIE T AT B 0
45mEl LD BT, HER (BEHF. STHREBRO OERAOEEEMHT 15
6 B 45mP EDNBNSIT. HITROFEREZEL 10
HITTEEDIBS . BB FIZT 45mLl L DR/ T 8k 5
LEELS 0
Bi. FIVLGEDERADGHEEIIRE O 10
R B 5
7 " NTRIFLFEREZET S 5
N 0
Bi.#. 7R FT—  EEDOEREZET 10
8 BEZ |WMONE.RENGRERN, F2LUEFESTITAS 5
LEELS 0
BED | RELGL. whE. LEORYKRUVEATEE 10
9 JbA— | LFITKREHY. mE. LEORYRVICNHEIZETHELED 5
y|” LEELS 0
BERD | REGL, WURFOIYKRLEATEE 10
10 UbA— | EEICREHY . PRFOBMYBWIZNEIZETHELED 5
y|” LEELS 0

XB, JEROBREN Lo EEESHESE T EL EICEY LAWE TH L0, afEEREL2 kT2 2 &R
B IRFNTONWTUR, EREBRORNRET D,
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1.

BZE

% R ZEHAE (multiple system atrophy: MSA)IXRCEHA(30 &% LARE . 2<IE 40 mLABDICHEEL . HEF
MICIEMEMiaLA) T T RO UTICRBIELIza P XRILAONERL, ETHEOMBEESREES
I HEETHD, EISRDVPOERNNEEEBRFATHILDIEA Y —T B /N EHEIE
(olivopontocerebellar atrophy: OPCA), /IN\—F Y Z X LTHALDITBREAREE LT MiE. TLUTHIZEIL
HELFELGEBEHEETOEZETHILDIEIZRRDEZIZR VN v, - FL—H—ERBELFINTSE
f2o WENELHETTHEINL=KERITEBL DI L, BRI THERB L/MEDEBOBREADE
BEOFMEMNROON. M OERRELEXBEL TSI ENLERMEMELRFIFISNDKIITEoT,

MSA [Z/MMRE . 181, A1) —T#%. fREK, BE . MR- OHHO BEMERICNA TR 5 EHE
BREDMZEMBOEE. A)ITT AT THBERNDTBIELIZa Y XILLUDLRELH ARG T
R E M H AKGCDEREET 548, HIEMAERNACT )7 - HEHEZNICLHARLROND, FAE
(FIMEFI THEHM . CKFITRERRELAHON ., ED—HTIXERFEENRESN TS, RE. F
EHEFICOVTHARCEGERZFANICHENEDH LN TLSA, FET2ICEFERASH TG
LY,

3. fEK

HOHIETRLEEDELVEE (X OPCA THb, OPCA [EHELIEICEISGITED S5 DEEE D /MY
HEERA TR LEIEEIELGD DEICIERE S /MNEREE L O R A AT E IS RN N K ER
FEEEDBRANEETHD, MERBREEMEIHER. BB ZERHFEZTLE DEBENDFKEFLYH
SNDDTIN—FVIREDERNEET D, IN—F Y UTRELLAR T, REGFFIREEA D12, EITIFEL
PA—FOVUREORIGICZLL, I ELECHRESGE BEMBERTHERTHE0E. 2
YA -FL—H—ERE#H LK END, TOM. EEOT LV BEMBREZEELTIE., SHERE(F )., FFikE
BE.RTEELELH D, FE T ANE(LERFORISOETRZLEDFREETHY . REISHEMT
ROHLNEHIENH D, FREEFDREAEL TERNMEGREZTNMoNTDSA, HIEPEDOEEFICLDE
NDLHLIDTREVIFAL THLERARLNHYBDIEITEELTHANDETH D, AhDBERICENTE,
BBEHITDRAEIE, N—F V=X L, BEGZEZTIEEL. SOITHARMIELHS2L042 0. B
BEREECTRELTHELRBLTLH, /MYEEON—F Y X LG EMDRMES DEEE RS
BlE. hOEBLEDENEET S,

ZRMEMEEILEEI O XFRCT A MRI T, /M, BEFICEESDERETLBEMERANCEDD, ZOE
EZELRBITIE T RAEBK KN ERTHD, 1=, T2 BAEGKFERICT, LEHBEHINSIFS
BIZ+FROBES (+FY12) F/IREDOESESIENRDHONE, CHHDFTRIFZEHIEENS
LYo R D EMEOELE IS L DERNASDOELRIKD T2 BIES. HBREHDOEESILGELELLGEROS
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4. aEik
N—F VY EEDRHS-HBE . NA—F OV UREL DHICEHIBEEAEDNTHLIDTEHEE
AALMETH D, F-. BEBRBERC/DRKRFESMO>TEESZITE. TN TN OSHERETIT
5, FIREEICTEREEBEERTEZCEDHMINEAT. REVRZLELTIEELED, B TE
ENSELLEEEENDRELLRAIELEZ L, UNEYTF—2aV 3B TWAESAEDER. #iFIC
ANTHYEBMICED . BEEFTLI XL TELZVIZEDILEEZDLTLELBHIENKYITHS,

5. Fik
ZRMEMBE CIIBRERNEMET DT, IS—FUVYURITERTHRA—F UV UREETHENEL,
Fro MNERCBRERESTEMHO>TE-OEAREL TEITHICEET LN EL EHNETOD
20 \DEBEEFERNRELI-MERBRTIE, Th TN D RELLTRER TN FTEBFHERA. N8 F
TEARRAIREEEAY , BRAARE I 9 ERRELHRESNA TV,

O EHOHEIIHELEE
1. BER(TR 24 FEERZREINRFEER
11,733 A
2. RARDEE
B
3. HIRMGEAERAE
REESL (FRIBRIEEILELY)
4. REDEE
HEGETHEICIEET D)
HY (RITOBERBLAEAREXOZEELELZHE
6. EfEEREE
Barthel IndexZFL\T 85 MUTERRET D,

O faiE#HT
2 - R BREMEI GEBVRE) NEERAEDEREEICET SR
HMRARKE EiIFM-HEERMRtEUY— R KERF

O HREH



<EEREE>
Probable MSA. Definite MSA #x%&93 5,

1.4 BEE

RREH (>30 %) LUE)ICRIET %, TEEES/DNEEE KR, /S—F V=X L, BEHREEZETH
B BBFAEANSHFHIZIINT A D EEFEEADILELDN, EITHIZIIEEL TS, FRE IS ME S
THAIN, C{HFICRERENAONDZENHS,

2 EEEIR

OBEEAEES: $RES. SERFT(BHEDEHS). BIHELE., FTETERE,

QN BBIRER: KFAMSTLEERES. MBOEB K. HLAT/MNEREERES,

QN—F =X Ls: BMERIE. HEHE. RERFESN I TREGEDOTEEER IFTH D, (<
IN—F YR LIEREEN—F OV RELBLTLURRENAAND REIZZ UL, EITHRVDDHEEFE
THDPIZIE. N—F VX LTHBLTIFLRNICEBREFEE. 5 FLURNICERTEELE-T
L& MSA ORTEEMEAE LY,

@ ABBIZE RS FTE L/ \E Y X —E - Fr Ry o R 55

SEMRIREMR

OMRL/M - D EHEE RO FBICTTHFRD T2 FES. F/NRKED T2 SEFILERD D HHDE
ML BDERIKD T2 5ES. LB ICLIRBOEEBILERO DI LN H D, CXX #E CT TRD
HINNENFEREL, AFOZHUERISHLIMN, ESELEHONS MRIAEELLY),

(QPET/SPECT: /M- fiies - EEM O - BEABHET 2205, RERFARR T TRAIR/SUE
EDRZRHZHIELH D,

AR EE

MFEIEIRIC LD 54 (MSA DEBREHFEILT HLIRTD 5 E8)
AV—TREINNERE: M EB AR THL. TEEETHILD,
BEFEELEME/NA—FOVALTYHEL, TBERTHZ LD,
XA - RL—A—fEEF BEAEEETORL. TEERTHLHID,

E B4 Consensus criteria [Z&k B9 58
MSA-C: Z2EREFIZ/INEEEBIRANEARTHDI LD
MSA-P:EEREFICN—F VX LNEARTHHED

5.2MEED T4

(DPossible MSA:/ S—F Y= X L, IMNEAEIRIC B EHRERQOEEITH AV IEEDRIMELE
OHRIEE . ERFHRIS ., BEIREFFRIER ., SRR 2)EFEL . M D#MARBRBIENBEETH S . LI
E&RERRMRI, £L<IL PET-SPECT)DE%ZEH =910,



(Probable MSA: LARR/RIZREHEDZ LUV A—F Y =X LGEBNERIELEHEH LT/ MM D AN
MCHBRGERMRETE 2T 5LONHIRELRAE, BRGEEDHRNET . ERE. i1k
3 UIRIZH UL TURSEEA ML E AY 30mmHg H L IEHEIREAMEAS 15mmHg L LD T, D55D 1 D%
HB),

Definite MSA: HRIZKYREBZMICHETEZEH N30,

6.5 A2 W

REMN/NNERE., BEEEE/DNESE. RS /MYRAE., A—F VR, REEEKEMLE.
HETHER EERE., LE—/MEABIZBAE., 2 RIE/N—F Y= X L AR EEHETLE., AR 1—
ANRF—1E,



<EEERE>
HERERYET(H : Barthel Index

85 MUTERRET S,
BEAR =82
HiI. BEEGEDLEET ., ZEMBRINICBRNEZDS 10
1 BE HoNB (=2 X ENTEY>THAILKLTEDSS) 5
2B 0
T Bi. JL—F, YL RAMDBELET GEITHILED) 15
o BEODAONEE-FBEREET S 10
N PPy wre——ET= 5
- AJEE C
DB i ’
ENBE-IETATRE 0
. B (k. B8, mEE, OIF4IY) 5
3 ER
BN BIE-IXA AT 8E 0
B (KRDIRE. BIBXREZET . R—2T L EBRLEEZFALTLSIESIE 0
ZDikELED)
4  h~ALENME - ;
BB, hEXZ S, KR, RIBKRICNHBIZET D 5
ENBIEIXFIEE 0
. BiL 5
5 A
o NBE=IXAAT8E 0
45mL EDHIT, HEE (EHF. STHRIEIBRODERAOEEIIMHT 15
6 45mEP LD BB IT. HITROFERESD 10
1T
HITFEEDISE . ERFIZT 45mLl L DIRERTBE 5
i 0
BiI. FFYLEDFERDEEXEHAEL 10
7 BEERER | NBIEREREZETS 5
g 0
Bi. . 77 R F7—  ZEEOFEREED 10
8 BEEZ BN BN, BENGREN, 2O ULFESTITAS 5
LEEst 0
KEZLL, T LEOIYKLETTEE 10
BeEav b —
9 i LEIZREZRY. mha. LEODMYFEWVINBEETIZELED 5
i 0
KEZAL, IR OERY HKLEETHE 10
BEFRaV bk
10 oL EEIZREZRY WRBOWMYFWNNBEETEIELED 5
i 0

Xk, JEROFREN FROEIEESHEE T EICEZYE LARWE THHD, BREEREREkGT 5 Z &N
MR ONWTIX, ERERERORNSRET 5,
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1. =
DN EMES(E, EERRALTEEKEL., REN BEE. 5. BS. XBEFORZ. F. 0F
BE. BCAEMRBEZFICLSBVEREORITTH S,
SERMICIE/NEEDEE R REZEET TR LT S BEEELMBEMEICKBISN . AN E/DNKAEKR D HH
B D30 (FlF/MEE) & MHUANADRE . EERA B I D30 (ZRMFEFE) ICKAISh D, LHE
EEO—HTRREEDESRBERERTLOLHS,

2. &R

FrE 15 EONEBKIAICET IRERVFRERFICET MR (ARARRKRE . TER) TOMRTHE
RTIE., FE/NKNEMEED 672% N MHEM T, 27% N E LB AREBIEEEME. 18% N ELBARSEEE
. RYDNTZ DM LM SR FRE I TH 1=,

MEEDEDDREHIIZRMEMBETHY. ZTOHMIZRMEBEDCEEESBINL BYHN
INBEIE DA DB L DR EH/NMNERBETHY. 7ILa—IL, EY. ER. KIE. MEEELLECLD 2
REDQIMNNETHELDEAINEETHD,

BIEEOGEE. ZAIBHERETHS, VROELEBARLSHEERME. HIC X FEKEGEOLON
FHET S, CO>6. EAETHENBLERMEER/NMNEMSEL, SCA3 (T v R-U3t77K) . SCA6,
SCA31, DRPLA TH 5,

BMEIRMED SCA1, 2,3, 6.7, 17, DRPLA Tl&., [REEGEFORERMEEHICE TS CAG ELVSIEED
BURLEINEEICHBRETIEIZEYRIET D, CAG #2YRLERFIIL., 7I/BEELTIET ILEID &
5128 KEFEREICHELIZVIWLASVENRRTHIEEZLN D, MICRKIZT LA EOEE
RERT N\UFUM R, BREBMRERELHE T RVTILISUREBTIN D,

Ff-. BIEEIRTED SCA8, 10, 31, 36 ILEETF D IEFEREEICH S 3~6 I|WELEYRLES D REIE
KIZEOTHIS, HEFE X BERE/ EBRRERFEFXTAS)LRZRDEF THEEHEE T, EBRRE
2295, INoDOHERBEIE. NFEFMRIVE—MRIEBFEIEN  EYRLEFIDE A HEESINT RNA &L
TREEZHITEEZLONTLS,

—F . #BYIRLEITIIEK BEFOREECRRGEDHMNEETHETHIERELEHHEHAIN-. &
MEIRMED SCAS, 14, 15, LM EGRMDIIRKEE RITEE T IILISVIMEZ S RHIEEE KRG
EDNZDHITHD, CODIZNFEINIERIIZHHY . SHRILBREIENFEINS,

COEMNM RIERICESRAEREET IRERNDH D, BE. BERDNEREDOHAEIEEA T
BAMEROETE L TELRAMABEEDORARICOUNDFEMF (EELZHSIITHES> TN, &
B IFAVRYTROTVA VRO EE T, BH/NMRNERELL TEHRRZEHINDIZELHL-OEIELTE
EER
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3. fEK

4.

FEMR IR FENRZ EARLET HA, BT BB DERISFEBICELS . BIEERMEDOER/MNEMLE
(T, ERAVNMEAEIRICPR BT D8 (FiR/MEED) & N—F VXL REMEES. HARERGEE
BHIHE(ERREZE)ICERKRMIICKAIESN D, MREED KA F, BHRLI=&S SRR EMRETH
B0, YN PDRNE D REM/NNEERELAHD. FHERMEDZILRFESTETHY . RERE
BEHIEHAENH D, —RHI/DRERIZSIRE T HEDANFRITRL, Ff= SCA6PLREFEMEM KA
ERETEED—BEDIBELERERDDDIGEENH D, SCATIFMRAREREMZHSI_EASLY,
DRPLA DEFEREHTETHIFVO—IXATADADKREEZET 5. REREDGEUVEHIZHL . BT
FEWZETIEHRE. BEEGHEEDSS EIARAADBRNIREEDNMGEEICLHEEEA LML,
B+ NRERBALRENBETHD,

aEE
RN E T DREEERRRISHLTH EFHRINEYT—av OMBENH LI ENTES

NTWB, NFUR HTHE MELAD ADL [ZHLZUNEYT—av A a—ElEBELRH D, 1/
EVT—2avOHMRIE. B TERLLIESBERT S,

EWRALLTIE., RAEREMBICFARIZREAILERHARILES CRRIRREEAILED AL
EVEBANMEDNS,

EEEOERICKHLTHEMICEOLNIERINH L. EREHEZ(CHTIERAFILFY RE
REMEDORTER. OFEVERIZHT 27 22V FIRELETON D,

RUTIWASVFIZEALTIE RV T ILASVHE, I EFANEEZ R ZFTEOE CHEMETRSES
— Sy ELTZABREDORREMNHAONTNSH, BED. ENMELH DL D FALY,

5. %t

FERERBEICEIYREELGD, TR T IVISVRISEF DEGFEHOEZEEZIT5,

O BEHHIFEICHELEIE

1.

BEY (K 24 FEERZGELRFER
25447 N

- RRDHAE

THGEGHRENTEIND)

. IRBVTRERTIE

REE (RIARIELL)

. REOEE

DAY 3

BERE

HY (RITORTEERBERMEEEDZIELE)

 BEESTE

Clinical seriousness of spinocerebellar degeneration (1992)ZFALNT I ELL EZEZXHRET S
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<EEREE>
Definite. Probable Zxt% &9 5,

(¥EEA]

FR/DMNEMEL, BEBRFEEIRERE T IHREMEREORTTHY.

BRR, MEHDWLEGFHICEL DIV DADREELNEEN D, BERMICITLLTOH
BERIT D

@ MO LIERREDESTRAEZETREIRET D,

@ BRAIZFEFL, BBEIERETHETHD.

Q@ RBEICK - TIHEEMEZETT . TODHEE, FREABLEGNTHLS I EASLN, BEREBASMHEE
BEDEELH D,

@ ZDMOEEE LT, $HAREE N—FoV=XL, BEGEEER RESZEE SXKEEERE
EREETTIDAH D,

® EEERD MRI % X # CT 12T, /MYCKHBROERZED D EAS D, HEACRHICK o TIEKK
EERRECKNEENERLG EEZBDLIELH D,

® UTOREIZEL S 2 REFH/DRERREZERNT 5 RMERE, BS 7ILa—LhE EFIY
B1,B12, EEARZ, EHIME (Tx= b2 E), RE[MEEE SRMELE FESE RENEHR
NS (BBARRNAE. J LT U RFAGE. 1 GAD ffd/Miize) 1, FUIKBRBEBEIE TREAR &,

DWHEE D58
Definite : HERE/NNEMEICERT HEREFBAH Y . BEFIHNHRREBEZMZIMANL S
nTW35HE,
Probable :
(D BR/NMNESEICERT HEBENHY .. DHBELEOFZEEHDOOS L UVO@TH-THR.
Fr&

(2) BEZBERNICER/NMNEREICERT SERLHY . D OZTDRZNDMDFRAEE & E—
LAHEINDBE, (BEERFEEMINLGEINTVVEWNMEELED)

Possible : HE/MNEMEICERT HERLNHY .. THELEDTEBEBEDQOZE =T H. ©H
RO TELGWEE,
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Clinical seriousness of spinocerebellar degeneration (1992)ZFAWLNT I ELL EZ &R ET S

TS
Table 2 Clinical seriousness of spinocerebellar degeneration (1992).
IE M3 54T RFAREFRICEANIERE RREFEERHICEANIER
() YL EIETEE ETHIN, T<EREE, HTHHH ., BULIESE,

(€23:°9)

mAE
(PERE)

VE
(EFE)

VE
(1B )

HEELEEDONBZELEL,

IBERF#HBN - T B 1T )

MYSEETESA, A5 LAY, HRERME, B
BROFRBRGEDEMEMT, BLFRYGED
XEFHBE., TR MMADNMELELT D,

FEERHE - T SHT — BT
HITTEDD . REAERITHOSTHREGED
HENE ., Tt ADNBIELELL, ThD
DIENEEFENSENERELT

[SITFRE—EHTBE
BILTLBNED, AT BIESh THIFEE
AESITTERL, BBITEHFFICEDM.
DEL FFWVEYTITI,

[EABRAK AR 1

XABNTHEITEET, BARRLI-FEFEDRE
THY. BEEFHERL T RTHRAICEKEFT
%o

HWAWEEIXTFECTHEINE
EICRT—UGEEDOHBET
WEELIGEL, EFHATEETH
M, BASMDZTFTHS,

FEOBEFEMICHSE T,
RT—UGEDHBBEELE
ET B, EFIETESMNHEAIC
<ll\0

FEOBEIHS T, BAD
THELELT S, EFIEFR
RETHD,

FROARELT LEREHDE)
NS T L AD N BYE D
B2E9 D

B{EFEENSA ., +2ICHE
Bhd.

EEFEVOADLEESERYIK
LY

MEYBZESNEERYIS
LY,

BECEESN, (ZLALHE
B,

X B, JEROBREN O EEESHESE T EL EICEY LAWETH L0, BfEREL2 k25 2 &R
MBERFNZOWTIE, ERERORSRLET 5,
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39 RTFA—TU R Y EEERE

1. WME
ATA—T VRV EIEREE(SIS)IE., RO BBERLGEDEREFE T, OF- O, BB, 442
HEEEET LN, UbA. KENZSETHEETHS,

2. [RE
ATA—TOR D3V AERBH T ERIOVANINARBE IMATSXIRELENZELEY | REF
HIGZRAEAEL, TELTRE-MIEICEELGRENL-0SNDEHEESNTIVS,
ERHREFHLA GEDBEBHERZETIEMIBV T FHIEENZIUNEN RERZEETD
CEIZKYELSD, BEDHFICEL TIX, Fas-FasL HEERICK S TR —L R T53Za510 0 DE S,
RRE(CXRHHEE T DR TLREDBEEAAHRBEN TOASMNEHASATIVEL,

3. fEK

LHER SRNEEL. 2582, BRETAENRDHLND,

BERE: £5ICK/NSEIELBEME GREM) K. KEZE T~ SABRNEREET 5.
SERBIM2—4 b ERRK) IO D ISKBR BN A#ALNS, KBIEZHEN TUSA LD, AT4—
TUR-LaVvYUERBOKE. ULABEDRELIBHAREEL 105K THS.

FRIERE  OF- - OEHIE. 2HRICHRF. KANBEL, KERIXBESITHEATULALLEY ., mittHEE
1ET5L512%5%, BRUETERBTIREE-T, IBTIKRERFEED T M. BRIE. BIERRLENERD
b, SMEER. FRE. IIFARIZITULANECTHMFE T, BICEREHEOE L EHEEZR
L. EREBERAOHIEBEEREHHET D,

4. Ak
BHZWHERABRNKUITHD, ATA—T VR DAV ERBDABERELT. FTREOHES
SNz LT HEREDOHLEETL. REIELTARO LTNET 5. WTHORRIZEVNTERERS
HOBFUEICMA THELVREMER, #R- XEEE, REHLEINEETHD,
BREHELTEIRTOMNEDEEREEZE—BIRET 5, EEFICHEVTITRERLA(RE7 BT
BFEONCRTOAR NI RAEZEZECEAEORATOARELRFMIBL. REOERNRWLERERELTH
ETEDD, SHITRTASMRERETHRNAHONLGNGEEICIE, REIT DT HBAKREFHFTEED
MFRWEEEHAT S,

5. Fi&
ATA—IT VR DAV NEEBTEZERTE. RMNELEEZEHT 5, RTINS THD. kB
[CEDRAEE, BEREE. FOMTAHREDIRBEEEZRT ENZL, FT-. FEHHMREIRIZELD
MR EE O/ EEEE. TRORRE, EREETELH5,
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O EHOHECLELEE
1. BER(TR 24 FEERZHRELRFEER
59 A (PEMRKRIRFEELDEET)
2. RIRDHE
TR (REZHGEFELATEIATIND)
3. MRHEREAE
RAEL ARIBRIEERL)
4. READEE
HE(LIFLIERERETZT)
5. ZHE#E
HY RITORTEREBEBBEAREEZDDIESE)
6. EEEENEE
Stevens—Johnson fE&#/ P H R KIRFEMESIS/TEN)EEFERITHIEZ AL,
PEEULEERRET D,

O fA#EHT
EESHBHMEARICET SAEHEI
MAERKE EMRRFEFMRERT FEHR ER X

O fREH
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<EOBREE>
Stevens—Johnson Syndrome

(SUS, RTA—TUR-Dav VY U IERE . KIS MIEIRAEIREE)

(1) #=

RBEHSOE. IRFEE. SMZELGEDRBRIEBTHICS TAEEDHRSE SV EEOHM T, LIELE
K, REFIBGEDREDREMEFEETZRDS. RED LT EERTHD.

(2) TEFRR (WE)
O REMEBITHOEEGIIERE (HMEHLHVEFTMLE) AAHLNEILE.
@ LIELIEROONZUBAELLIEKAIL, ARERDI10%KHBETHHL.
@ FEE.

(3) BIFTR
@ BIFFARFI—TYNRS AR
® RERFRRELRRBEBEMEDELLN, HAHWNEEAZHSITREDZEAREIRRE.
® REMBFHIC. REOREMEILERDS.

f=1f2L. hE MR KIRIESE (Toxic epidermal necrolysis: TEN) NDIITHHYEDT-0 . MHAIZFEHEEF o715
B2, BHICEHEETS.

FEEEDIBEEIARTCEA-TIHEERTA—IT VR DV U E G LZHT 5.
L, EEGEERARERFEFIEICENT, BEAICEDLD LN H R TR R A DR,
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<EEESE>
PEEULZERRET D,

Stevens—Johnson fE{&E /R E R R IEFEAE(SIS/TEN)ESEER 7 I 5E

1 HIED
ARRE E R DBIER 1 —
EFRUBA 1
HEIE FE 1
BRAEE 1 b DEHE
RSA74 1 (TREEEIR AT
AE, Ol OFFRGEEICDE, SnEESU06A 1
AFIZOAMmf, HilZESIUTLA 1
mfn, HmEEHLEVTLA 1
[EERUSA 1
2 REDKE UbA
30% Ll E 3
10~30% 2
10% R 1
3 38CLLEMDFE 1
4 HRFES 1
1

5 REDEEBMHREMEEIL
6 RF#%REREE (ALT> 100IU/L) 1

BRE 2 mKiH

PEAE: 2 R E~6 RKiH

B 6 ALE (=L, UWTFIXRAZICEALLT EELEIT )
DAKBIELEORBIERK, UbANBELLD
2)SJS/TEN ISR T SR EEFEDH N EHED
I UVFAMAITEREE TEN

Kk, JERORED ERROEIEL D% T EU LIS LRNWE TH DN, mEERER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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40 PEMERKRIRILE

1. @E
PEERFEERETEN) L. SROCEEBERLEDEREZE-T. AB- Ak B, A EESLEEFET
2N, USANERTIEELNKRETHD, M TIVEEREHELETFINEZELH D, PERRKZIE
RIEF, ATA—T VR DAV EIRE(SIS )DL ER T HIHEEHZ LY,

2. FRA

hERKIRIEE T RFCRPELGENRELLGY  REZHGERIEANLEL, KE-HECEETRE
MEHSNDHEHTESNTLD HRBRE. LEE. LTV NAR, SREIERRELZE DEFIN
REICEASTHIELHD.

ERMREE HA GEDEREHEREZE T HEMIB VT EHIESh U NBROOEESNDSEF
M REEGETHLICEVELS REDBEICEET SR FELTIE, Fasl, 7 3=aF5(V0GED
EEAZEALONDIAEASNTOGN, TOMOMEFEL T, FFRETHRREICKIHHIEE T MI2DHEE
ETLGENERISN TS,

3. fEK

SHERK BEAHEL. K. 2B, BRETLHENRDON. FRICEERLH D,

BERE: KINSESFLBEME CREM) K. KEZE T~ LIBHRNALBICEREET 5.
HBHIRRICREL.IEKT 5. KBEBBICHNTHRBMEDUVSA LS, —REEICHZDEREIC
BEDEHENTIERENFIFEL, USAZELE (CaLRXT—RELF(END), hEERKIEEL
FEDKA. UbALGEDRRABAREREIL 1052 L THS,

HIEARE  OF- - OFMIE. 2HEICHF . KENHEL, KEXESITHATULALRY ., mittHiKRE
&I 5&512105, OE~HEFEN AL, EETREE-T, IRTIXRIKEED FEM. BRAS. AR
MRGEENRDHLNS, SHEE. RE. IFARICIEUSANELTHMEE-T, BIC EREHE®
HIEBEHIREZREL. FRIFERCHIEEEREHRT S,

4. Ak

PEURRBREDBERELT. FTREOFEFZHAOANICLI- L THEEEDOHLEFITL. ARRDOE
TMET S, REMOBALEICNA THELGRHMMEE. R XECE  BREHLENEETHD,

EEMRATOMNRERSEZE—BIREL ERDERDP L F--RITHEZEEICED D, FEHITIE
RERHRE7AFREONRTASMRNIILRBEZECERAENDATOAREZREL, Z0%., #iE
5. IEDRTAMR/ILRABETHRN T DICHONLEWGE | FITERDERNEFE-EICE
LG EE, HARICEERTAOAR/NNILAEEZHITT 50 HHNIRBOZOMDOEELZHAT
%,

ATOSMRETHENAONEMESIZIFARES 0T HMFIKEH TR EOCMER BB ELTHRT
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®o

5. F&

ATA—TIOR DAV U E IR FEMRFIRFRETIEZEES S, BRIE. MRGEEHE
[ZHEFEL. LIELIE. BIEAREEICHRD . ETERIEH 20% THD. ERKRBLLTIVIO—ILTBDOHER
ROBERENHIEEITT. RTEENBOTEL, RAEE . BHREE. FSATAREDREELRET
CENBL, - AEMHK[EX RICESTRFBES CHZEEE. MBOKE. EMERIT E1H
%,

O EHOHECLELEE
1. BER(TR 24 FEERZHRELRFEER
59 N(RTA—TUR-Davy IEREEDERD)
2. RIRDHE
TR (REZHGEFIRESNTIND)
3. MRHEREAE
RFEL ARIBRIEEZL)
4. READEE
HE(LIFLERERETXT)
5. ZMEE
HY RITORTEREBEBEAREEZDDIESE)
6. EEEENEE
Stevens—Johnson fE{&# /P H MR RIFEESBEEAITHEZAVWT. FFELLEEZRRET S,

O fA#EHT
EESHBHMEARICET SAEFEI
MAEREKE ERRFEFMRERT FEHR ER X

O fREH
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<EEEE>
Toxic epidermal necrolysis (TEN, PEMHREIRIEAE. SATIVEIREE)

(1) #;=
[GEEFERHAINEE, 25 D10%LL EDKAE., REFB - USALBEDFEELREDIRFEEEETEEO., 8L
HESEES, REDO KB IEIEELTHS,

(2) TEMR (WBHE)
@ REEDI1MZEEZHKE. RERIEE. VoA,
@ TRORE MG SAEIREE (SSSS) &R TED,
Q HEH,

) BIFFR
@ BIILHEEDOVFAMARE VR TH S,
® HMERBEHS. RERFIRRALRRBEBIERROELLMNHAHVETEAZHIMRED S AIER

©® REMBMFNIC. BECREOREEZRDHD,

FEIFEADI AN TEMmMITHLDETENET B,
L, EEGEERAREREFIEICENT, BIEAICEDLD LN H R TR R A DERL,

OHITRALT D58

18 SUSHEREE! (TEN with spots)

28 UFEAMFIBIAEREE (TEN without spots)
3 HFEREY

OZEmMR
ARFOEBMICEY. ERIEE 1 OARRER 105ZELGA LD ERER LTS,
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<EEESE>
PHEEULZERRET D

BEEERE
Stevens—Johnson fE{&E /R E R R IEFEAE(SIS/TEN)ESEER 7 I 5E

1 HIED
ARRE E R DBIER 1 —
EFRUBA 1
HEIE FE 1
BRAEE 1 NG DOEHE
K474 1 IIEHCEIR ]
AE, Ol OFFRGEEICDE, SnEESU06A 1
AFIZOAMmf, HilZESIUTLA 1
mfn, HmEEHLEVTLA 1
R U LA 1
2 REDKE UbA
30% Ll E 3
10~30% 2
10% i

3 38CLLEMDFE

4 HRFES

5 REDERBMHEEMEL

6 ATHEAEREE (ALT> 1001U/L) 1

BRE 2 mKiH

PEEAE: 2 R E~6 RKiH

FAE:6 ALE (=L, UWTFIXRAZICEALLT EELEIT )
DAKBIELEORBIERK, UbANBELLD
2)SJS/TEN ISR T SR EEFED AN EHED
I UVFAMAITEREE TEN

XKpd, JERORED ERROEREL D% T EU LIS LRNWE TH DN, @R ER AT 5 Z
EMREIRFIZONTIE, EREIROFR LT 5,
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35 fHIRHRMENRIE
O ME

1. H]E
FIRRHMERERE [ BL(NFIL Ly DU T N ER) [FhT - A - LRI iR R EE L. ZDED
BB #ER, BB HLE)GEICEHLEREETIBRETHY . ELEBAMEMOEREERRE
Thb,
IR IESE T 2 (NF2. neurofibromatosis type2) [&. MAITE(CF A T 2 FE MR HIE (FIEMZHIE)
ZEHEL. ZDMOMIREREE (NEJUEHMIEMIE, HIEE. SR LKE) CRERE (RTOK
NOZHE. AR . RAE(BEEHARNE 22T 0ELBAEBHOEGHERETHD.

2. R&A

BDISHKIFEFT LN TS IRIRMHBAE LR (NFI, Ly oY INnoE R (. BREERFIE 17
BFEEAERB (17911.2) ITMEL., ZOEEFEYIE neurofibromin (Za—A7J7 4703 Y) &
MEIEH, Ras BRI DHEREZ &% L CHIRIASEOHMIRREZ I T 5 S LICE Y, BEOFHAE LB Z
filFdEEZONTLNS, NF1EEGEFICERZRS L IRRHEEAE 1 2 TIE. Ras QEEMLITFENE
ED1-8 . Ras/MAPK #ZEXDEMEAL & PISK/AKT #ZERDEMALZE L, MiRIRHEZEILHE L, BiE
DFEEFELL LR TLS, LHL, FLWMEEBICOWTIETHALGRE B

PIRREEE I MO BEEGEFIEE 22 LEKRRGE 22912 [THFEL . COBEGEFIMEYHIERET
[Emerlin (Ff=IF schwannomin) LA fFIFENTILNS, merlin (FEBINFIEFE L TECEEZD
NTWD, HIZRHERE [ BT, merlin DEBEEFICEENEL, EELG merlin ATELV-H
[SHRET 5. BERIC, MHEHRHEE [ LSO —OMIEHIE - EIEE- B LKELZETE merlin
DEEFICEELEON TS,
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Ho7x -F - LH-—"BFETEY ENVDOHEVLRTHY., BIFRWVIIIVI—E—BLHLENER
[CELFETHAT, BERRNICEDEREIAONEL, BEERABOLONEZL, AHETFHFUILE
O EHBEEL TS, MNETIEEO0.5em AL, BRATIIE 1.Scm U EERE LTS,

HIRRME - FEOHRRMEBEIEEHELYERICEHT D, C DENRBEHBRO BZIRME

f& (nodular plexiform neurofibroma). WEAMD#HIZIEHMAE (diffuse plexiform neurofibroma)
NHOLNEEEHD, BUHRL & SHBBES IREHBHORKET IABTEED 2~4%IT4
Ld,
ZOMDER: EERE-LNBHERN. XEDEENM, BNk, EFUHERNFE. EEM4E
EEMLGLE, BERE-EEE - BEEOERIE. MBREOER - RUER. Bt - BHAOERLG L,
ARJm ZE- M F2 /&SR (Lisch nodule) . R#IZFRBIEL L, INERENES — R RRIE. EHMAat 2
&, BHEELE, FDIEM unidentified bright object (UB0). gastrointestinal stromal tumor
(GIST) . tEfaiffafE. EMRIEMEMNES. FEEE - IERMBEBELELNAOND,

IR LR MEIEAE T 2 (NF2, neurofibromatosis type2) [, FAEFEEN IXHR < THDHN ., 10~20 HILDHEMN
ZL\, MARBEHBELZHOMBEREENELSILDTHS, UL UVVEKIT, BEHEHEBICLOH
-5 DE T EHMBEHEICLLIFEOLUN-MRET -BRHEET5, TDMIC, B5E. B, 35
FE. RABEFLEEZHSIIEEH 5,

R

PRI IRMEREE [ 2 (NFI. Ly DU T N EUIR)
1)BRK

HEBOBEENERREZERSLOMBLEIEZ THATLS, LIMLENS, BEDEZHERBE
TLITHEASEIIMERIAT LTGRO0 FEITRCTRHEREFITI.
2) PR ARHERE

BEEEFELIIBEEFICHLT. BRMLBAGVLEEORHNERZRESEL-0. SHM
YIRRHVE 18R LTS AV, BFTRETICYIRT %, BAZ Th(EL B HE TICHESRY
YR 5. MNEDILDIE FL/AVIZ K BH08R. BXRBEHM. REAXL—H—ICL2UBRELEHTH
5, UFANBBEHEBEIRNET 2LELNEICHLLEASYRT S, EREEEBEESLER
HORAEMYIRTZRAIE T 5,

3) ZHEF/RE
hIRMRRE, BRE. BEMEE. HLtEREBEELL. BAOZEBOREICKT HHEMML
BEEDERENNICITR S,

IR LR HEAEAE T 2 (NF2, neurofibromatosis type 2)

BERICEFMICESESOHE & EUMGHRARNTON S, EYEE. BEFAREREEH
THhbd., BEHBHEICOVTIEIEADES YA XLEEFREAICRLTELDRKINEESIN., BIREEIC
ST AEAHDERSNS, — RIS, BEHA/NE VRICFMT I h (i 1% B8t $E R E O T e 14 (K
. BANRFTELAEEELH D, NEFHOMIC AVI—F1770E DERMEHRF ML/
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BEICITEMTHS.

5 F#&
HREHEE I ROAROFPREILEBRHBL, ERRHEAEHEREOSHEIH/AN—LVINUATTH
%o
IR AR REAE I 2 (NF2, neurofibromatosis type 2) 1%, BB H - THAFELBEKR TRATHILEH
P FICEFETIESI/IARL T, RRICHIBLLE DMEERINETT 5 ENH D, MAIFEHEH
BLalEENBEORREHEMTELVGESICIIEROBERNE . BEDRAETIE. 5 F-105F-204F
HFRIIE R85%-67%38% Thol=.

O BE#HIFEICHELEHE

1. BER (TR 24 FEERSBETREEH)
3,588 A

2. FEFHOHHE
FTHGEEFOREREEIRBEN T SA EEMIZREA)

3. HRMLAE A
R (EMTIRYTINANIELSBLY)

4. REBDEE
WE(REEE, EEARKELE AHHELHD)

5. BME%E
HY BATOREREAEARBLODIESE)

6. EEENLE
HARARHMEIEAE 1 2[5 DNB 5 48% FILVT, Stage 32 LI E AR ET B,
FARARHMEIEE [ B SRR YD EEE HEEZEALT, Stage 1 LEEHRET .,

O fA#EHT
3% R S AEIR B 1 BE I 22 MEMEMT MR T IC L DR F MR BL SR DUV - R IE# D RESL IR 1A |
HMRARE AFAFREREFRARE KERZFESEF HIR HETEF

O fREH
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<BHREZE>
FRARIRAMEREAE 1 B
1. EER
(1) Ahoz-#-LE
RIFETEYENYDLZORTHY ., BITRNIILYVO—E—BILEVVERICEDSIETHAL T, BRBIAIC
BORRIEAONGEND, BIETRABOLONZL AAEFTULEHoIGEHBEEL TS,
(2) FRIRIRHENE
REOHERERIIEFHEIVEEIZEHT 5, COIEMREHER O BZRHERE (nodular
plexiform neurofibroma) . N A/ T4 D X HRHE IE (diffuse plexiform neurofibroma) MA SN B ELH B,

2. Z DD EE

RERE— £NRERERE. XKE0EaM. EnNgH. EEHECASFE. FELHBTaNLEL,
BRE-BHEFT-EEBTOBRRIE. HERBOER - B, 54 -WBOEMRLLE,

ARJRZE— HIF2/IMEE (Lisch nodule) . (MR BIELE,

INE RS —EBE. AR NICEHRROMRRELRE,

Unidentified bright object (UBO)

Gastrointestinal stromal tumor (GIST)

& e fE

EMREHEHES

FEEE-IERMZEE

CHCESNCRONONONONS)

3. R LDRAU+
Aoz A LBEHEREENAAONNIEZEIIFEETH S, /N2 (pretumorous stage) TIEHAT -7 -
LBEAY 6 ELLEHNIEREIEFRON . RIEFEZTDMDEREZSEICLTEMT 5, -ZLEAFRELICEED
ZELZW BABITEATZ - -LENS NI EZLZ LD T, MR IRHEEE T RICEWT 5,
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PR R AR AE I 2
1. FMEEE
MRI X (& CT THl{AIEE##ZE% (RIEMRHIE) MR OANTHRRMEE IR EDWMT 5, -, K-
FELH-RBHHEDONT OO BIRIRHEERE IR O LE12(E, AANZOH B O MR IES (RTEMRH
&) . RITQuERHMIE - HIRE - wEBE-EFEHaNEDL LTI 2 BENFEI NI EET
%

2. REFR

R MRL, BEARE. REMWEENVLET HICEE MR EBENREBEFEF 1 ~2 BIEHAMICITILE
BH5,

BEERIESZ MRI Tl BIEMRHIE - S X BRHIEZ RO LT HEMNMRHIE. BIEEOEMNC. KER
EECIRENESLAOND, Tf-. BHER MRI Tk, 2RI EHHRMELHNES (2T LKRE)
NHoND, CNhoDERIE. REETICRBBBICRKESTEEFDILLHIN ERTEHIEELHY. AL
ROFRITIR#THS,

BABRELLTCE, MERNMRE. EEENPEERE REFER N RICEEREEITI. A
LA JVBLLHIERBRHBORES I T LLEEE T BALNLEBEANARMBFAZEOILPRAICEL
THIELHD REMICIEIBRNERE LR NREETI. BEEM BN (posterior subcapsular lenticular
cataract) [(I5VE TlE 80%EEE(ZEHE SN TS,
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<EEENE>
FIRERAEERE [ &
Stage 32LAE[CEZH T HLDEXRNRET D

DNB % %E EEHRECHESRETE
Stage 1:D1T&H>T. NOHADBO BE -#tSEEEREICIFEAERIRELL

THHELD
Stage 2:D1XIID2THHTN2RUB2%EFE BE-#HSEEEREHEHINEE

———j;l'_\ta)_-----------------------I-

| | Stage 3:D3TH>TNOMDBOTHZ LD AEAEEICEEQMEN HYLENAE, et
&L ORIBEAKEL

| | Stege 4:D3TH>TNIRIEBIONThnE BELEFCHEEREOMBESDY . 2
ELH0 HE FOREAKEL

Stage 5:D4, N2, B2OWWFNMNEELELD BHRHEENSET. BEAFEOXENK
=

| mEETER ™
D1 BRBEVBOMFREENTFETS
D2 BRMELEBRMNSHOMERHENEETD
D3 EAEZ &S THH TS HOMBRMENFET
(1cm F2ELEDLO A 1000 ELLE , AD—ERH D A% HEFE L TEHEL THELY)
D4 UFAMMBRMIELLE ICKIMEERETOELLBAMER
R IFEME R HEBES O G R HY
FRFRAEIR
NO FRFEFEIRTRL
N1 B, BAHFOMREROCHERICEENENSDS
N2 BEHDEETHEOHRERCEEFRRHY
B R LI
BO BHEEFERGL
Bl EELVWLTEEDNERE (FHARELELLLEVOERERE LN LOEEER)H

B2 EENEHESHY [dystrophic type 7‘c£l,\L%Tﬁiﬁ‘f&’é%?é%iﬁ‘l‘i@%‘E%ﬁé(1E'J%35%)L\l9
®BRE) MBEEOSEQER B - KB, BEFREBXIIEEERIE] FEOFRESHY
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HIRRMIEE I BESE
Stage 1 LEZXRET B,

FHIRAERK

AEALANILEL-( )dB
AEALANJLET  70dB LLE 100dB ki HY 1 =)
BEEALAJLET  100dB LAE HY (2 =)

EEALANILESL( )dB
AEALANJLET  70dB LLE 100dB ki HY =)
BEEALAJLET  100dB LAE HY (2 R)

— {8 B R AR HY QU =)

i {8 28  t R R HY(2 =)

NP HY QU =)

—EIXEEAEEMREET HY QU =)

WETEEEIIEEES HY(2 =)

78 HY QU =)

—{BI %81 HY(2 =)

i {8 2% BR HY (4 =)

B RE HY(2 =)
i HY(2 =)

HEAET HY QU =)

R HY QU =)

BEERER HY(2 =)

= E SRR HY (4 =)

EEEDEE

Score &5t BE4E HEER
I LR B RepLm@EL, | BEAZREEL

Stage 1 1 BEOMEHY BEOMESHY
Stage 2 2 BEOMEHY fRE&HY
Stage 3 3 zEdHY BEEOREHY
Stage 4 4 L E FEAKEL BEEOREHY

Mk, SEROFREN FEROBEIELESFE T EU RIZEY LARWE TH LN, B EREL kT 5 =
EMBERFIZONTIE, BERERO G E T 5,
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37 TREZIKMBEIE

1. =
REKBIEIL, FELTHRRMRRICKY . BEEFTHOOMbOSELLITKENARELTE
FTHILETHBRAERET H—HDEETHD, NEL., BEBR. BRERKGZSUCICEEMR
[CEDZ0ULOFERIHASINID. ZRERMICHBETIEHUEFLDHDHLITKY. TH 48
X 3 BITKANEIND (R) . CNODREEEDIE . SRFE, Thahb, OREME QESERE,
QEBMUREEFETE. RUDELUREREETE. OF U FS—ERBICHTIHENRTDIET
Hb.

2. &R

—RRIC, B CBURERER LR RAAEBHER. BEMBELLIMEERETE. XS
—EEEIELEBARSHERRAZLS BHEOKEIXN T(S5AVMDREISERTHEE
HRAOASTREY —LDOMEBILICE D BIE LT SF U5, 14 BiaF. &RBIETLIFUER
FEEICERT S, ILIFUEBEGTFOEERT. WMMRAECHORNOT—2EHTHIENH
%,

BEEMEIL, EELGANIV) YR ELLBRBEIEGIENIL) Y BIZKEIEN S ALY B E,
T B2VFNETI=USEMEEND)DEBELEFOEENRRTH D,

— A ALY RIDKEIL, FORRELT 17 BaS5—452, S3ZY 332 DEEFEEN
RESNTLD, Tz, ¢ 6P B 4LBELFOEET. WMMRAEEEHT LN H D,

FEBERTE. BHELEHEL GREREOBERS THEI7TE IS DEETET
%,

3. fEIK
— A% EBCRECKEHEHLE DN DEZITOT ORI, BMAEN DIZKYKBEPUTSA
EET B, KE-USABRKIE, LEMEONTEREL. AEER. RELEEERLESILEVE0L
HHEHL ., HAMTEARRICREERTLOLH D,
BHHELLTIE, REBMES. RERE. MPIEE . RETR, Al (E(THRZH) . BEE
HiE. RERBEELGELNHY . LICEERITBVTRIEIZAEDIENZLY,

4. AEE
IRERRE CIIRAR R (XEL EBREDH THD. TORMERELRYICKYELSLDT, £

EREGREZHNDERARTHS. RHDHMEELT, FUHEEAREDRERETRR KK
BEICBENT, BRMBIEZTVRBOREEZDEVIHENTSNTIVS,

FEXRERRBICE O TIIEADEMEEZRET ALY FRNEEL. EEDOREL
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AESOEVRZEZHEE L. MEPICTHEMBLERE (Donath-Landsteiner Hifk) HEH SN B,

5. UTFICE>TRBAELRATEETI.

2 . HMERBELEIZHIL6MAETITHAERET 5,

B . HEERBRELEIEZHHLS6NALLERET S,

HEE . EREBEEZEOLL,

mRME . ETFELERETIEREELRD 5.

6. 3%

1) PEICIEFOERORERR ERFMOLER, FOBEELZLE) 35EI124H 5,

2) ;BXAIHA TIE. BRZEIZ & 5E#ECoombs FHERMIEMHED Z &M H D (Coombs ETEAIHA) . C D5
A&, BEEROKRESICOEENZHICERATH S,

3) 4FHRMEBXAIHA (THERMEI/NMREDEERR (ITP) NEHT 52 enNH S (Evans fEIEE) . F
f=. BEAEERBEOLRZHSRERLALND,

4) ERBRERETOBIMEIFESRERMEFITTAEEFRET . BABTLBRMEREZRT 08B
% (BHMEASRERE) -

5 BCHRAOHROHFEICITRABEHELZ EEFT,

6) EREEBICIIECSRERE. VUITFHER. )/ \BiEMERE. RETLE. BEE. BEE (7
AATSRXI. VA4ILR) BENEEND, HEETRBEDRICCASDEENBEEHILELT DI LHH
%

7) EFEREREESOERAENTHERRY MLRIEIZ & 5E#ECoonbs SHEENEHEL HDDTH
B9 %, ZHICIIERRER, FRPLEOEE, ERRFEENAORELGENSEICL DS,
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(%) /ﬁﬁﬂliﬁﬁﬂd) &ﬁﬂ—iﬁ—
1. KATRELT, B%. BMEFEFRSO., LIELIXEEEZMAMT 5, NEJODEVRPBREZEF#EF

ohtb\zﬁéo
2. UTOREMRN#5NS,

1) ~EJODEVREERT

2) #@IRMEkIE NN

3) MmEMEEYILEELR

4) FRep - EhyoE Y VKB

5) MFENT T OEEERT

6) EREFRZFIKIEN
3. BMEFEZHSN, FOZERE LAGWMIOEERE (EFRFEHRMEEN,. FHEMBGERE. FAML
& congenltal dyserythropoietic anemia. FFIEEEE. AEUREELRE) 2B T 5,
4. 1. 2. I2&->TAMMBMmMZELEL. 3. [CE-o>THEBEZRIN L. SEHOBEEMEZET, LML,
/eﬂﬂliﬁﬁﬂd) M=+ TIEAR+5H 'C&'JU HEMOEUVVREIZCL >THREZHEET 5,
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<EEEDFE>
Stage23 LI EZ#®EET B, =L, EMEEFITOTCVWTAES OE VEE 10g/dl LLEDFEFxZH
L9 5,

BXECREHFOMRMm (AIH) OFEEE%E
BEEFBE RHREENEFICET HAEHRI (TR 16 FEBIE)
stage 1 B I EMBEEIDLEVTAESIAEVRE 10 g/dl LIE
stage 2 hEfE EMREEITHOEVWTAES OEVEE 1~10 g/dl
T stage 3 LOEE  EMBAEToOCWCAESOCUEE Tgd WE
stage 4 E I EMBEEEITOTOWTAESOEVEE 7 g/dl Xl
stage 5 REE EMBEEL L VBEZT>TAEIOEVREE 7 g/dl ki
KUBZEFEEREETEXAINADIOTH LA, AKX AIHAIZTDOWNTIE, BEENICHZEEEREZE
Y%, = LIDGEIIREELZILEL,

AR, SEROREN FEROFIEE VS T—EU RICEY LARANWETH LD, BEERERE T 5 =
EMPMBEIRZZHONWTIE, EREROGRLET D,
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66 RFEMEREFEERE

1. BE
FEHRERERDEREL. EXNIREROVINADBARGEAHIEEDRIHTHY ., X
MICRBEDNDNETTEIARLGEDERERBERLSERBLXAISND, BESNHREE LR (BIZ
(. 3Bk, T #ERS. B #RR) & DIEFEOEALICKY 200 A DEEBICHESIND,
FERMERBEFSERBCHBELLLIDE, BREICHTIIERNDETTHD, EEFRED-HOEEL
ffize. hE %, BB, BEXGEERYRT FICERORBIREZELSILLHY . P ELXDOREIZKDEH
B MBRZEOREICEYREIRELGE DEREEZERT CEL0H 5,

2. FRA
ZAERERIEEEHDEGTFOEETHD. O 10 FRICRRMWLGREERETLEEHORE
BIEFIIE<HOMBIASI, BEZMOBRICEIS>TLNS, LML 1gG YT IVTARZED—&F. FIR—
By 0TIV MED S I —FRRERDRANE. BEREFPREDEDLIICEEHAEIC
FRERDNDEELH D,

3. fEK
FIERIEHEEMETHD, DFY . BBERLGEHNEHNES G TY, AIELRBALIZYL, ARRS
BOIDETHD, EEDIMTTIERENHEZL T MEMLLGDTLLH D, FHHROCRAELEDEE
[CEEEETEHMERENZ THIRGEDERETEVMNLAPERREN S IMERNH D,
ERMRETLEEZRS10DHIENHY. LLTIZET,
7R CHER SR - HL RSB EELFRYEBEL AEEMARPLEREFRENA#ONS,
1 F22EIL LR RICH DD,
R[NEXIREZTFRIET .
2Bl b BEfE R, BRER. BEB X RME®L. RTIREG. BBERNERGE QOFREELELEITHH
%
REEZRALTL2A A U EREREIERLEL,
ERERISEXERYRT,
1E(CARILLE, FERITHMN S,
TRURIC, HRtOBERE. REERE. EE- LHTEE (WMD) HAALND,
BCG IZKPEERIRIG (BHRIE)  BFHAILRIIAIRIZ& B0 %K. HIEXRBICKDBEIE 2.
EB VAL RICKAEFEMMKARIEZFICRELI-CENH D,
10. REDEYNREAICREREETRLEC T HLE . BRRUERERSERBLESREELNH S,

kW N~

© ® N o O

CNEDFAEDSIHEIDULETEESGEEIET, REEREFEED RN TN EFIOEEMICHEHRKY
%, CORT . ARARHICRET 5 LDEVEREESREFTRERXRRAIAENDETHS.
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4. Ak
RE-BEEICKYREENBIRIND,
BEFITIE. MEE. OMLRE HERRIOFHRRSMRETHD MARZEZEIHMETIRET
LETIE. A1EIEFEDEFHFIRErEI/ DT HBOMFRICEIYRERIIZEFHTED, iFHIKHD
fETIX G-CSF D EHIR S . BEAFEBETIL IFN-y DEHRESHIIEH S,
EEESRETLELEDEELIATTIIRHICE R OBESINICL5E MBI ENEIRIND,
FF—D& DD SHRWNEE LEEFRENEEIND,

5. F&

RECEEEICIYNGYRLS, BEFTRMEEDOFHRRCErNREI DT ) OHEFRBREGE
[CKYBEDHEEINEND, TNICHL. BEEREREFSELE FEMMMBEBEE LG ESL
(2L LETERTERL, Tz BEAFEELE (T FHRRZLTLTE, 30 ML EICREEMEY
FRIAREGD, BITEYD ENHRBETLHYEMDIER TORZH. JAER. BBHENKYTHS,

O BE#HIFEICHELEHE
1. BERCER 24 EEERSKBETREESR)

1,383 A
2. RROWE
FTHGEZRFOER)

3. ERMIAE A X
FHEL HE A D& THRAMEIEZL)
4. REIOEE
HE (MRGR7S R E R R AL )
5. BEE%E
HY BRITOREREBABEMRSEOSCHELELHRIICTHED
6. EIEENLE
MR LIEEENBERAVNTHEFEULERRET D,

O fAEHT
IREMRRASERRTICET SHEMFEIL
HRARE AMNKFZREFREFAERAREEEFSET &R R FH

O fREH
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<PEELE>
EfREFSORFEEREFLENEEMZAICLLIHEICEL. EEFBEARA M RETSERBAE
PRUSLVEARARERRERREOERL-ZIMELELRAS,
1 FEIEH
(1) REUZREFLERBICEFTNIEE (ERREFSDNEICETD)
@ BERETEE
L XEHEEEERETEE
I MREERE
. 77/20TT73F—E (ADA) RIE%E
IV. Z—*> (Omenn) fEIZ R}
V. TUIRYGLAIRRRR)S—ERIBE
VI. CD8XR1B4E
VIL. ZAP-TORIEfE
VIII. MHCS 5 RIREfE
IX. MHCYSRIURIESE
X. IWSXETIHIFELODEID . BERETSLAE
Q RETEEHIFHAGIEIRR
L D4R3Yk-FILRY)YF (Wiskott-Aldrich) fiE 1&E¥
I EHMENREESKFLE
M. FAS—~UEBEATRE (Nijmegen breakage) fEIREF
IV. JJL—L (Bloom) JEf& R
V. ICFfE{ZEE
VL. PMS2E&EE
VI RIDDLEfE{%E
VIIL < L34 (Schimke) EIZ ¥
IX. RH—k> (Netherton) fEEEE
X. MIBRIERS AL (DiGeorgefEIRERE. 22911 2R KIEIREE)
XL EIEfEIXEF
XL FFRDEAREASRELZ S RETEIE
Xl EXRMEHEFEE
@ BHREFLEELTIEE
L XE#H\EH <Y/ OT T M
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VL

VIL

VIIL

DETERRETSE
= IgMAE {5 B¥
1gGH T UZARIBE
EIRIIGARIBIE
BERNAREETEE
LIR—@MEA <o nJy) v miE
IOZWIETIZHEIFH5EDODIEFLID ., BEREFEEZELT HEE

@ wmEREES

L.
IL.
1L

V.

FIT 4797 T (Chédiak-Higashi) fif 1EE¥
XiEFH 2/ B TEAE (R B

BCREME 2 \ETEAEIEEE (ALPS)
INSIIZIBIFHLDDFEND ., RERAHES

© REEMEMBEETSES KUREBE

L.

II.
1L
IV.
V.
VL
VIL
VIIL

IX.

EfE e RS P BRI A E

VBT 47 Hp KR A

IRVUIZBITHEDDEND ., BHEDEBE -E HF PR E
B Bk S T £ fE

22T YINI - B AT EZR (Shwachman-Diamond) fE{& %
114 8 3F REE

SIARNIVA XA —ERIEE

AT IVERR AN\ T) T 5 BREIE
IVAOSVIIIZIBIF5HDDEA D, BlEkiEEERE

©® BARRERE

L.
II.
1L
IV.
V.

REFAEZTHIBETHNEERRERE
IRAK4 R A8 E

MyD88 R 184

1814 R B RN D5 fE
INBIVICIBIF2ELDDIEND. BRREESR

@ KXRMHAERISIE

L.

II.

1L

FERMEMHIERIBIE
BIMMEFE (C1/4UEE2—RIBIE)
IRVNAGIFHEDDEND . FEXRERAERIEE
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@ 4T EATR B INAE
L SFERBRIZANGE

(2) BR5YEIE
MRMREFTSIREZESEILOZVEERBIEERE ., RBAKEE, HV-GEDIMILARE, &
MESOTER. RENGERIERE. BREGEICLIIERMEEETLSKENRNIN TSI,

2 5EHIR

REFDEDSHBLTHONDZBEEMEIE. ROKLIIZEHSIND,

(1) HRALGELIOMEERIOBEBEMICNA. BLOBRENEEILLOTL AEINBE
EEGT

(2) fhis. SR, BIMEGE SERLEDRERS

@) Za—FLRFR-NI=Z HAVDF | HARAAAVAIILRIGE D BINR FE
COHR. REFDETIE. TROBREERIHRLLGHEEHETHONDS,

@ EUSERREE(PEX. BIREXEED)
@ FEMEREAE (k. BERE R BUMAERE)
® REXILIRAE — FITHAEETE
@ BRRIE

® LRI/ BT
® BEMTH
@ RO OTE —— FICHRERERE
TA—EVAFRAYZfh%

Q@ VAINRBEEDOBE-FEL (ZEIZKE) —_—

<PEEE>
(1) REUREFRLEREICEFNIEE (EREREFSONBIZESD)
O BERETFLAE
<I XEHEEESRETRIE>
1. BERERByALURNICEMRBREESTHALEEBRLELRIEL. RANAE TH LS M
BIHEETORINEERIFLURNIZETT S,
2. EXRMIZITBRICRE
3. BEERMMTHE NI R =TZRL(300/ul). BHIFEEILIESE (T-B+NK-),
4. PHASHEL RIGHNIEE D 10%K

5. E~EA<T 0T UIMEE: HAERK, AREBENSDGEBITRENFES 5-0O0TLLIE
EL7EBTRY, F-IgGEDEREEIX A EOFERIZE o TRECRELD,
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6. common Y (vc) HEELEFNDEEIZLD,

Y B FRITCEGTFEEFHRL., BEZME1T, Primary Inmunodeficiency Database in Japan
(PIDJ) (http://pidj.rcairikenjp/)DEBEIAR T+ — L THKT DI ENTTRESSIZ, — DR TIHTO
—HARAN)—ETYU/NNERKRE ¥ cBEHERBINEITOTLNS,

WICEMALDTHIENEEFLIZY. ZEN—EDUU/EKIETEEICRES (reversion)IRRMNEES
NTHEY, THIANEFET HHLHFEET S0 T, EFERICEHICHERKT STEAEELLY,

<T HBHFEERIE>

1. BEERByAURNICEMRBRRZECHRALGEERBEZREL. RIGMERTHDE MR
BEZITORTNEERIFURICETT 5,

2. BR.ZXRVWTNIITHLRET S,
3. RAFMTHARD (F RIEFE =L F <300/ ull .
PPkt RIEFE -1 E <200/ ul
4. HEGITIREUHHBELZET S,
5. PHASE 1L R G AN IE & D 10%K 55
6. BRERMIENLEZTDOEHMR
1. B~ AT OTY M HAER Y ABIEBEI S DIGREBITRMANFET 5-OLTLLE
EEEDIEL, - GIEDEEEXABOCERICK>TRECELS,
8. SFRABITIBERRMAN. BMENMBERE. BRI 2LOBNILEHTHD,
9. adenylate kinase 2 (AK2);EIEZFNDEEIZLS,
AK2BIZFHRIT CRGTFREEEHERL. ELZHMZITI,
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D B E K T +— L THH
THIENATHE

<M 7T/ UFF73+—+ (ADA) RIBE>

1L BEERByAURNICEBMRERREZECHRALCEERPEZREL. REHNARTHLHEMERMERE
BETHRITNIETERIELURICETT B,

2. BR . ZBWITNICERET S,
3. BEFRMI) D /ERA L TRIBEFIFXZERF(500/ul) L(T-B-NK-), THIREIE RIEFE - ZF H:<300/ul
4. PHAS &b R HYNIE B D 10%K i

5. |~ EA T/ OTI UM HAERYYy ABIEBANSDIGRBITIMANEFET 50T LLIE
EEGBIEL, F-RGEDEREERASBHPERICE>TREELD,

6. FE BN, T8 HBOEHLEESAHLND,

25



7. RAHMEB B, FRINIK, $RHEF AT E DADATEEAET

8. ADAEEFNEEIZLD,
ADABIZFRMTEEGFEREZMHIREL. BEZMZITO.
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH KT+ — L THH
T HIENTARE, THIT, LB ERZ/NRH CIEREMBEAZER, FMEKAOERHE SRR DADATEEAIE A
ARE, HICEBANLDOTHIANEFLREY . ZEN -V /KD ETEREICRS (reversion)ITRRHER
BINTHEY. VUNRENFETIHLFETHOT. EFERICREICHERT HIENEELL,

<N Z—*> (Omenn) fEIREE >
BEERB AURNICEMERRESCHRALGEERPELRIEL ., RANARTHIEMEBHIEIE
EODETNIEERIELRNICRTT S,

1. FFAER PRIE K
ERFUVKEYDEBHRRERE. )/ \HEX, FFIZIE. 5RBPMLE

2. HEHRENRR
KA M THARS (FFECO300/uDL . FFERBRIENN ., BIEMAEZ £,

3. RAG1, RAG2ZECEEHESRETEENDREIELFOEREIZLD.
RAG1., RAG2LGEDEGFRMTTECFERZHIEL. BEZWZETY.
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/) D BE K T 4+— L THH
THIEMATHE

<V FYRYLFIRRRR) S—E RIEHE >
1. BR. ZBVTNICELHET 5,
2. MEREEEDE T KT mg/ml)
3. BERMMTARIETIEITEOL., BEKILEEBEINBLT55E81H5.
4. RAHMEARZER, FRODER, $R4E ML OPNPEMHAET
5 PNPEIZFDEEIZELS,

PNPEFERT CECFEEZERL. EEZHZ TS, Primary Inmunodeficiency Database in Japan
(PIDJ)(http://pidj.rcairikenjp/ ) D BEMHK T+ — L THHKT I LM ATEE

<VI CDS8XRIBJE>
1. BR. ZRWFTHICERET S,
2. BERMEM) > /ERIZIEEH, COSIGHMAANRIECDS 0 B F RN TR FEEFHIAL. KT
ZWETS,
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Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D EBE R T+ — L THH
S BT EnTRE

<VI ZAP-70Ri84E>
1. BIR. ZBVTNICELFET S,
2. WERMM >/ Bk, THIF(ZIEE A, COSEETEMAE (L RIBFE = ILF R (0~5%)
3. PHASE AL IRIE AVIE 5 D 10%K it
4. ZAP-10BEFDEEIZLD,

ZAP-T10 BTN CEGCTFERZERL. EEZHZ1TS, Primary Inmunodeficiency Database in
Japan (PIDJ)(http://pidj.rcai.rikenjp/)D BEF K I+ — L THIKT S EMAEE

<V MHCYZRIRELE >

1L BR.ZROWTNICLRET L0, BERDIEELHD.

2. CDSRE M MRAAY L

3. U2 /NBRHIREREMHC class IDREIIMNRIEF(XET

4. NKHIREHEEAME T

5. BRDETEERFILTAPI, TAP2, TAPBP
TAP1, TAP2, TAPBPEEGFMEIT CEIEFEREMHAL. BEZHZITI.
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D B E K T +— L THH
THIENATHE

<KX MHCYZRURAESE >
1. BRIZRVWTNISLHRET S
2. WERMIM' 2/ 5K, THIREEILIEE 24, CO4R5 MR AVRE A
3. B#ifa REMHC class IDFHIWARIE

4. |~EH I OT)UMEE: HAE R ABIEBAEN S DI GRBITIMANEFET 50T LLIE
BEEGBIEL, FGEDERELAEBOCEHRICEO>TREELD,

5. AN EF L EEFIXRFXANK, CITA. RFX5. RFXAP
RFXANK, CITA., RFX5., RFXAPEGFHEMI CELTFEEZTHEREL. BEZHZITO,

Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH KT+ — L TH
T BHENTRE
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< I MXETIBIF21LDODIEHID ., EERESSE >

BERETFLE CDIETHIER. BHIERAEDREFEZH - I-EBEDRMHTHD, 2011FED
IS/ $EDERFE THI0U LD CIDEEEEFIHALNIH->TEY. SHEISITHER I ENTF BN,

2013 CRIES N T=CIDEZ Wicriteria(JACL, Nov27)IZ&k & EEEICID(SCID)IEKREMTHIEA R I8
FIEE B L(B00/u)PHAH FE L RIEHNIEFED10%KFEDHLDZN LY BLERAEACID (leaky SCID)IEFK4H
M THARR AY2~ 47% <800 ul4jF ~ <600 ulPHASIE L RIEAIEE DI0UKRED LD ER SN TIND, B<D
CIDIE, YU /RO ENENDI VNS BDFLDAEELGEICL>THAEER AN ILTRETH D,

ZLDCDIE, YU NBROZENZND U NBRDPBEDOR D DEELGE 1L >THHREER AT ATEETH
%, LHL. RERHGHEEZHOEOICILETFEMNIBETHS, CIDOELEGTFHETIIDONTIE
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH IR T+ — L TH
FTHIEDTHE

Q@ REFEEHEIFHBIGAERRE
<1 Wiskott-Aldrich) fE{&E >
WAL
A. EEERRAEIR
1. HREEM
SREMDORREITEFICKVELZLIDOIEFETH D,
2. /MR
FIF£FITRON, ME. R THMAZL, NEM/MRERES,
3. iB%
BEETME—HESHRT. #ETHD,

B. EELREMR
1 NR /MR ZE S /MR E S,
2. T HiRaHDE & CO3 HAFIHISH T ARIGIETAALNS,
S.BMfATIXREIOTUUIXIgMIET . IgA LR . IeE ERZRHD, S HEIERIK. BE
mEkEERMLEDHFEAFELITETT 5,
4. NKEMHFFEBTETI 5,
5. AL IERE ESNEM IFPERE KU BEBRD W ERITIET T 5HIH L,
FEEZERNICIE., 70— AR AN =KL D WASP EEHRIETE WASP HHWLIE WIP B FEEZRE
95, WASP B FEET X EHME WP BEGTFERIERBARSHEREAEZLS,

<I EMMENRREESKREE>

AL
A. EERRKRAEK
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1. HITRASR L EICBAL NI HBITRIA (KRR RER) - L FAEK
BRIHERITET 2 ZHD 5 BETORICITETHAIRISNEIELHS)
2. IMNEEREERE - RE
3. REEEND K17, BRIR
4. BRRT T—E (2FITIXAELY)
5. {KEXSR14EEAIR
6. BRIKHERZ - B2 S D EMM B LR
6 %= TIZ 50%. 8 mEBF T 90% M HESMTH D,
7. REFRLER (REMEREREE)
{BL 0% TIXREFLERETFEDLL,
8. BHESSICT MlatESOREHELNBL.
9. ZMDith:
RETR. NN EEMHEERE 1 R IHKFURERR). KE.BEE. MEODREMHEL

B. EELREMR
1. a7z 707400 EF(2 mHLE95%T)
2. CEA DEMERHH_ENH D)
3. 1sG(IgG2). IgA. IgsE DIET
4. T HIRHDIET . CD4 5% T #lifizf CD4+CDASRAHIERED LR DIET
5. BREMSTIRE RZM
D \BRERHEFHBOREBERTRE S
HEZHIZIXATM ERRRETEATMBEFERZRTET 5. BRBARSMEERREXZLD,
IR B L LT, Ataxia—telagiectasia like disease (ATLD)D$%HY . MRE11 BIzFEEZFES, BB AL MHE
ERXELD,

<II Nijmegen breakage) fE{Z & >

ZEAE:

A. TERKAER

1. /NEEfE

2. FEGE B RREETR

3. EER

4 REFLIZLDZBEMN
5. MAHRRERZEDITHE

VONREBHRES. EESEOEHATETHD,
B. EEGREMR

1. THIREEBDIET
2. BHIFABDIET. IgG YT IVSRERA IGE DIET. IsMD LR
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3. MAtRERZM
D2 \BRERHESF B DR BARTFREN
HEEZETIZIE. NBSI(Nibrin i B FERZREY 5. FRBASHEGHKAZELS.

<INV JJL—L(Bloom) fE{&Ef >
ZWAE:

A. TERKAER

INRT AR

. R SR EESR

. BB

EMAL

. REHREZEDTTHE
EMERES(BLRKE. VoNE) DEHNEETHD.
6. HERBEDEH

7. &5

ol A W N =

B. EELREMR
1. LROERAEBOONTIHE(E, kR EAEDRD X Hi(sister chromatid exchange) DIREZEEHTT 5.
Bloom JE{ZEE Tl&. sister chromatid exchange DFEEN EFEMNEHLHNS,
2. THIRHIFIESR
3.BHMIRARKIIIER, RFESTOTIMEDKET,
HEEZEIZIL. DNAANYA—HEZI—F TS BLM BRFEREZRATET 5. ERBARLSUEREAELS,

<V ICF fEZE>
WAL
A. EEERRAEIR
1. ¥ RIEETR

EffRRE. R EN.BEE
2. HREEM
3. RERRTE

B. EELIKREMER
1. T MR BTV HEHDIEIERE
2. B HERBITR D HAHVITERE
3. BAUIOIYUVMEEET S,
HEEZETEL T, DNA AFIJLIEIZEELL DNA AFILESVRT5—+-3b #3—K9 % DNMT3B EIZFE
BEZRET 5. ERBARLSHEGHERELS,
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<VI PMS2 EEE >
WAL
A. FEERKRAERK

1. SREEMIC KD RIEMERLE

2. h7xHA L

3. EEBEOEEESH
EMERES . KiakE. KES. 20t

B. EELIREMER

1. T HRaKIEES

2. B HiRa% D E A

3IeGELEIADET.eMDOLER
REITOTIVIISARAIFREIZED,
HEEZHICIL. DNASRTYFIERICEELPMS2BEEFEEERET 5. B BARLHEGRKELS,
EREEMSLLTIOFEEENDHY . DNA SR YFEEERFE (MLH1, MSH2, MSH6., PMS2) D4
TEHIERIIDERICKSEGERETH D,

<VI RIDDLE fEfE{ZEE >
ZWAE:
A. TEERKREIR

1. atRERZRMT

2. REFLICLLPREMN
3. FFARIEETR

4. FEEE

B. EELREMR
DNA ZEHHIBE IR AEEMELL T ATM OHIEEFOBREAEEABETHLHH . oD DNA
BEMEIANDERER)7IL—REBELTNS,
HEZMELT.RING B E3 AEXFUUH—HE%03—K3 % RNFI68 BIZFEEZRTET 5.
BEREALHERERELD,

<WI < L4 (Schimke) fE{REE >
WAL

A. FEERKRAERK

1. BRREEHICLHIESR. FERHKETR
2. THEREY

3. EERER
4.

BEE
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5. Mt RES (LD HREM
6. EMAE

B. ERGREMR
1. T MR B DR D
2. BB LVRETATIEIFER
3. EERWELT, RBKYET VYV ICEEY SMARCALI BI-TFERERET 5. BREBK
SiEERAELS.

<XI RH—Fk> (Netherton) EIZEE>
WAL
A. TERKAER
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BHREBOERESHEDRT 5
5. BERIBEATOEIRESG (EHELEVAERANICERVEHEBOEENFEL.
BEEHLOREFHMERBORIMBERAGE DBEREERDH D)

Bl
LEREBDSL, 22U LF M- ISHEEZEET D,

BRroVES B
EERVESHELUEER. BInEMBUEIIZHEAEL R -T2 EL”HIN. BNEET D, HE. SME (KER
EEEET. SMEERBEERREY) . KERBEET RNYIE., BRI MGHRES ., BEELEICEHT S KRB EEE
BRI, RWDNRIZRET BIRILTRFEIIRN TS,

717



<EEEE>
TypeB. TypeCE1=Id. Stage2 Ll LEXF R ET S,
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AEZLRRE TREESROEE2EMRAABLREL-A N AZRAEHERET
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ENSHD, BFREEERTLOE 21 KEELBERIIGE. 118 KEILBRIIBETHLONTIVS, SHITK
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1. #@I=
EXRMERITEREBER. ERXREDERIZKY ., SRTIILANLNFAARTHASTILRRTOY  FI)Laa/)LF
AR THSHAILTFY =)L, BB 7RO THATEROIE 7 FOXTOY (DHEA) EZF DEREERIET
HAHTERFOIE7ZRFOXRTFAVY)LTT—k (DHEA-S) DN EAXROMBEE LI TIZIBMHMIZE T L
REETH S,

2. &R

BB ORLE - DMEIZEAHIEEERF (DAX-1 HBULME SF-1) DERBIZIVEIBREBEETHE0D10,
DAX-1 BIEFEELRELELFREADEOITGEFED T 1Yo XBH O AO T —EEF PRI tO
— X F—EDOREBEESHIEECTFEERICLILONETRREELTHD, TN ACTH FIHIEIS
BIIHELFEELLTIEIACTH ZBMARD MC2R ¥ | ACTH 2B RLHEEERAER MRAP EE M EE
SNTLVS, E51Z1E ALADIN B FRIBIZ &S Triple fFEIREE(Allgrove SEIREEE  ACTH FIIE. ERIELT
NITTEEHTDILIBEIBREREEEAOND, ZTDM. REAFBALGEDELTIMAge EIRE (F5
AEBLL. BRMERAK. CERE - /DEELEONIZHNEE . BIBEMRER) AHDS, EEDLDL
LTTERDFELEICREE T 5iEEFRIE (PROP1, HESX1, LHX4, TPIT, GLI2 &) ¥ ACTH & EE &
52LD0H5,

3. fER
-X EHM (DAX-1 EEE) (B, HEAR. BFRAE. BOLE. P avViERGETRIET 5, FERH
FEICHERA~IANRIATHID. BRAIZEOTHLRET 60 H5. BEEHEHBITE-TH TR
BOFEENALNGENUETFRFAEU S RBEEETEEZSHT S) . F-RETOBFERILEES
nd,
-ERANRMESF1 ERE)BIBTEZET H6IFF T, EITHRE AT EICRDER. XY ZiEEZRE
HREFL2ZTET D,
IMAge SEIRRE: FERNRET 2. BEHMERRE. SMEREENEE, FBRER) LRITREREE6H
T5
-ACTH AIHE: 7 )LaaLFaAAR BB 7RO DR A EIZKBDERDALND, ZLITFHERL
[CHAET D, B, HETR. KEBRRABENAoNd, F-HERBENEE - EERLTEHILLH D,
BEmMELAOND, GNCEHEREETIHEELLDS,
*Triple A fE{&E¥ (Allgrove fEIREE) : ACTH FIGHEIZEERIE (alacrima) E7 A5 7 (achalasia)Z ¥, F5#
EEFEER, BEET. HAOET.EBXLH. BEwEEELELAAON5,

4. BEE
AHRBEAREDORERIZIX. VLA FaAARESRIIILANLFAMRDRCHILHETE, Ko -85
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WD OBENDETHY AERNENNETERICHIDS, ZORVEEICTHIZY T L)L Fa/RER
FINALFAMRDHRENDBETH D, FERY- L RHICIBIEOHRILDELGD BRNSEIC
Fol=Bb. RBLGEDAL RIZEHLENBRICFEIBEF £ ZRCLTEEGCREICHOIENAH D=0,
ARV RBIZFT LAV FAIFOHRREZRBRED2~3ERAT 5. BUIARSITOANIEF £
B RIFTHS BT FRAOE MR ARIE TEISXM L TIE. hCG-hFSH FEHDWNITTAZTA
VEENBELLGES, CNODEEICKY ZREBILIERIEITT 52200 BFHAREDERFIILTL
HIRFESNALN,

5. ¥
BIEHEDORE XA/ TELRVDT, £EICHEYT LI FACREIRTZIILILFIASRFDOFH RS
WETHAH. FTERY-ZLRBICIBRIEOFHERIDELLGD AELVNEICFE-1-1EL. RELGEDAI
RACELENBICFEIBR LT ECL TERGKEBICHRAZ LA H A= AL RBEFIZIES )Laa)LF
AMFONRELRED 2~3BERAT 5, BULARNMTONNEFRELEMRIFTHS, BT TR
AE MR REIE TREISH LTI, hCG-hFSH FEH A WET AR TAVEENBELGE D, TNbdD
BEICKY ZREITIEERICETT 2000 BFEABEDEFZIIL T LLRIASNGL,

O BE#HIFEICHELEHE
1. BER(HRMEIZLS)
91,000 A
2. FEFHOHHE
FHAGEGEFOREREHINREENTINE)
3. HRMLAE A
SRHEST (RAMARELL)
4. REBDEE
DBE(EECHEYS LI FaACIRESRSLALFAIROBRABELL D)
5. BME%E
HY (HREIZLB)
6. EEENLE
HRIHEEDHLDEEAL, TIHILFV—ILOETERDZ ). TBFHRBADRGHET 1. Mabh
DEIBERLERNHB ). [RTOAREEHHICHEIL TS E 1EHRET S

O fAEHT
TBIBRLEVEEEEICHI BRI
MERKKE BRARXRZFEFIAD D -HERFENE iz E 82

O fREH
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<BMEE>
WIFhHER. [FIFEERFIERRET D,

DAX-1 EEHE (X EEH )
I ERERAEK
1. BIBA SR : RERRIIHE RO ORARAFETIESETHD
HELAET. AEEMA R, B, Bk, EEES. Savike,
2. RIEBFRILE
£5OVEEOEBRILE.
3. BT FRrOE S H RS EER £
ERBR. /AR ZREHMHEESTE(ERR) GE1)
4. FBFRES

I REMR
1. ETORIBRERILECDET
(1) mHaLFJ—ILDIEIE
(2) M7 ILRRTOYDIESE
@ MhEIB ST RO DIEER) IdRIBE7 FRs Y DElE

N

(45) ACTH BB BR TETHRITRERILEVDHWMET
(56) REPRTAARTATALIZHENT, 7O RREMOLBHET . I HERBOMERERT D
AFRBIER (E2)
2. f# ACTH. PRA DS &
3. mep=FRrOEEfE
4. BRI HBIEER RO

. BIiEFZ
DAX-1(NROB1)B{ZFNEE

Iv. Br4VIEB
-SF-1 B HIE

*ACTH FRISHE (AL FY—ILEME. 7ILRRTAVIEH)
SRR A R B RE

V. BIEREMR

KABIBREDERESL., TREAFFESEXMETHEASIN-IBREIBREDRFLFEFHETS
cytomegalic form Z7R9 .
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VL. 3ZfR

Duchene #FP AMATAEICERMEBIBEBEMREZSHT 5L H 5. RHKEER. ARES.
glycerol kinase RIBFEZEFD DAX-1 BIEFRKIZLD,

CEDBINMICTFROEV K EE D BERERELTRLIEFDBRELH S,
CE2)ERNTRARYOTNT STEEN T —EIRMAF U EZRI VT RICKARATOAR T O T4 LA AT E

THY. ZWICERTH D, (ELEAREDH THRXMRIBIERBE LRV RA @R K EDE
AEATT)

(oA %]

WX, RIFEEFERRET S,
FEEGLLIL M BKV IV EH-TLD
FIXHEEF:LIBLVIVEHTLD
FeLME: IVERETL, BV O—EEH=TLD
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SF-1/Ad4BP EEE (BB KMHE)

. BRERAEAR
1. BIBEFEER #EDLRWEELHDL

HEAET . AEENAR., B, K. BHEES. 2aviks,
2. 46 XY EDMEEEE

SEIFLREEOUDMEEREEET S,

I. #®&&EMR
1. BB LEREET 558 2 TCOREIBRERILECDET
(ML FJ—IILDOIEE
(2) 7R TRV DOIEE
) mHREIBE7rFOT > DIEE

N

(45)ACTHERIAB T2 TORIBRERILEL DT MET
(58) RERTAARTATAIIZEVT, ATAMRREYVOLAME T SFICHE R OBRERBEXRT
m|
AFEERECET)
2. BB 2EREFTHI5E M+ ACTH DEIE
3. ERZEICK LRI IER B DEERA-

. &=FZhr
SF-1/Ad4BP(NRSA)BIEFNE

V. BR4VEE
-DAX-1 BEE
-ACTH FISJE (ALFYJ —ILEME, 7ILRRTOVIEE)
S RMEURA B BE

(R EE]
WX, RIFEEFAERRET S,
FEEGLIL M BEV IV EH-TLD
FIXHEEF:LIBLVIVEHTLD
FeLME: IVERETL, [ BEUV T O—EEH=T1D
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IMAge fEZE ([REABH)

1. BRERERK
1. FERFEETIELE (intrauterine growth retardation: IUGR)
2. BRI ER RIE (metaphyseal dysplasia)
3. % XMEEIBERZ AL (adrenal hypoplasia congenita)
BIBEFEER. REBRRILE.
4. Nt EE (genital anomalies)
SOARZR RETHREGLE,

I. #®&&EMR
1. ETCORIBERERILEVDET BEFOHRELHD
(ML FJ—IILDOIEE
(2) 7R TRV DOIEE
) mHREIBE7rFOT > DIEE
(5)ACTH B fIERBR TE TCHRIBERERILEVDHWMET

2. M ACTH D& {E
3. B HICKDEIBIER DA
4. XBRIZEDREBDBIHEBEMAL
5 BALIILREEZRDDIGENHD
6. BEMDEL
II. BrsVIEE

-DAX-1 BHJE

-SF-1/AD4BP E&E

-ACTH FIGE (ALFV—ILRIE. 7ILFRTAVIEE)
- R RA R @R BAE

X, FIIHEEFZERRET S,
HEH:INDTART, IBLVIZEHETED
(FIFFEEF:IO—E. ITHIVLMEH=TED
SOV IO—8. BLUVIE#HTL0
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<EEESE>
| BEEEAEEINTEY ADUTDAIEED>E., M EH1ERULEH-TELDERRLET S,

DML FI—ILDETERDS]
mepJLFJ —)VEREE 4 1 g/dL Kiih

2)TERHBR~NDRIEGHET]
IR ACTH B (250 4 g) 1T T Bl LFY —ILDKRIG 151 g/dL FKifh

)AL DEIBETLERNH S
LUTISRT KB ADBIBEREERNHS

BT BRILE

-F T 5% LU EDAKRERD
-{E M

"B E

- {EC rfn R SE K

SHAEZRER GBiD . IBM7ZE)

FEAER (BR A, BR., FRGLE)

- BB

-BE 1 FRICERERBRETEERITHEIARENH S
) RTA/rZEEHMICHTELTLDE ]

Mk, SEROFREN FEROEIELESFE T —EU RIZEY LAEWE TH LN, B EREE kT 5 =
EMBERFIZONTIE, EBERERO S E T 5,
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84 TIUUIR

1.

M=

REEDEMERET £ 1855 FREDANFETHS Thomas Addison [CRYHH THRESNIKET
HBHEMD, Addison FHELIFEENTIVD, TDHR. CORFEMIEMRIETREMERETENRREELT,
BIBRRERATOMNERERRIBEICLDAEXREEIT R EBME. TXRMERIBER K OGEHRE, B2
BKME)  ACTHRISERE AR ESNEBEEEGEFLALNCESNEXRMEDIDET OV fREFMILLT=
REBBEMELTHRDNDEIITE T CD1=H, TOVUIRIEERMEDRRAICLDRELHRT YT HAE
LTRWLLNA TS,

2. [RE

REAELTRERBAOEFFE L. BREEHIVEZOMRERICKEIILDENH D, HHEUET OV RITE
CREMRIBERERICLIBITREEBTETHY. LELIFMOBEREEND BDEEEEHLZIRME
BEREERBELFEN TS, CHICITERERIRRIREEERTE. REAVOHEEZESHITHII R
(HAMJEIREE) & BARFRLREZAHT D I B (Schmidt JEIREE) M5, BHRET OV R TIIRBIBHAE
BN ENEL(60~70%) , RTOA KA HEERD P450c21, P450c17 LEMZERB S HRESNh TS,
RBREEICHRFAETHED T #ERELS KRN THLD . EEMOCERRERBEFSAEIREE (AIDS) IZE 6
THREDIEZ TS, LHL, BREDRICEBIZTEAT 0T TIIEL REQOKFELFBETH S,

3. fEK

4.

BIBERERILECOREICEY. BEFZR. EHBER. RAR. HiHET. AERD BMEGZEN
Hond, BERFE. Bl -IBL., THRGEDHEESRER. BHER EIN. AR, ID)RERLGER
ZHRAD. WITNELFERENERTHD. BRILBETHE. HOBRGEDREER. TR, ABERIZH5
nd,

aEE

AMEBEREORERICIE. VL2 FAARESRILINLFIAIRFDROIGHTE, KD 185 -
HESDFBRPBLETHY. BEIEBEINISERICHNDS, ZO®RBEEITHEYS Laa)LFa(RE
SRZLALFAAMROBRIPIVETH D, FTERP-LRBICETBRIEOHTENLELLD,
BENPEICE SR, REEEDRAI RIZEHSNBIZIFRIB R LERILTEEIKREICKRSS
EDHDz . AL RBEIZIE T L ITLFAIRFONRELZEBE D2~ 3ERAT 5. B AEMNT
NNEFRILEBEMRITTHS,

5. %t

BIEHEEDEEIEHFTELVD T, F LI FaASRICEDHREFEEZEZEEICH>THITHZ &I
FUERLECRIFE—EZBI I ENTES, LIV FIAMRERAN RFITBELGEMN 1Y, IRA

100



EENYTHELAVIERIL. EGDORIRELS, BUERENMTOANEFREILEMRIFTSH
®o

O EHOHEIVELEHE

1. BEH

#91,000 N\ (FAEMIZLD)
2. HIRDEE

TH(BCREMOEFENREINTIND)
3. MRMGAERAE

REEL (IRARAEELL)
4. REOEE

DHEEEITHhEYT LaaLFa(REIRSLALFAIIRDERIDEELLS)
5. oA

HY (ARMICKLEZMBEZFHY)
6. EEESER

MEMICKIEEENFZFERAL. TIMFILFY—ILDETZRDD]. AFRBRADOREHEET.

MEAISMDRIBTFRSERIHS). [ ATOMFEEEAMICHTELTCVSE IZXRET D

O fA#EHT
TBIBRLVEVEEEEICHI SHAEMRI
MERKKE BRAXRZEFIAD D -HERFENE iz E 8

O fREH
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<BEREE>
BAMTOUIREEDTHERET B,
1. BEERK
OBFRAE: HAINIENICEVL. EEHE. FMHE. 2k, FEOKE. Wik, OEE. T OFREIC
EZE (O
QBEF . BHR,
Oz
@HLBAEK : BRFIR, Bl - B, TH. EE
OFMER: BRAO.BED. TR

COAMEIBERETSER: £5BER, BE. Bl B, ZRCEDFFEMERITIHFY., BRITHE
TLTEAES. FREE. L3y

2 . HEEK
DEME: R ELEEFELOTL,
QR E. HIREEEE T : ZKETIHKRE. REOK%E. ARESE. BHETIHERET
M M AEAE K

3. ®EBEMR

OR S WFHIRE AR
M#FI)LFV — JLEERRFA7-OHCS DIEELMIE ACTH DEIEZRSH . TR ACTH SRR TMmER
AUNFIV—ILDOEMRIGERDETNIL RIELEMTES, MFILFJ—ILILEETRTH, HFR:
17=OHCSHEEFE TR THACTH BRISH L THmIELFY —ILORIGENA RN, HDHVIEETFLTLNS
LDEREDERAHTOVIREE S,

QFMHMZE: BEOEMPAMBRBDREDE LU H) 2/ \BRIEIN ST ERERIE M,

QmF&ELE
FILRRTAVRZIZEDHME Na, CI DIETEK D LEF, MmiF Na(mEg/). K(mEa/EEAY 30 LT (IE&
1% 32), &EFICH Ca MfE. KBMETIF— R KFIRDIET,

@REFHIRE
BEeRERFOBESITAHFRETOVURTR REIBMAETRET HIEAH 5,
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<EEESE>
| BEEEAEEINTEY ADUTDAIEED>E., M EH1ERULEH-TELDERRLET S,

DML FI—ILDETERDS]
mepJLFJ —)VEREE 4 1 g/dL Kiih

2)TERHBR~NDRIEGHET]
IR ACTH B (250 4 g) 1T T Bl LFY —ILDKRIG 151 g/dL FKifh

)AL DEIBETLERNH S
LUTISRT KB ADBIBEREERNHS

BT BRILE

-F T 5% LU EDAKRERD
-{E M

"B E

- {EC rfn R SE K

SHAEZRER GBiD . IBM7ZE)

FEAER (BR A, BR., FRGLE)

- BB

-BE 1 FRICERERBRETEERITHEIARENH S
) RTA/RZEEHMICAHTELTLDE ]

Mk, SEROFREN FEROEIELESFE T —EU RIZEY LAEWE TH LN, B EREE kT 5 =
EMBERFIZONTIE, EBERERO S E T 5,
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112 JEH BRI FREEGEIREE

1.

Bz

A RESEERBEHUS)IE. UMD EEEFOMEE M, m/MMRELD . SHEEETZ3MIELT .5
BRBEDINRIZEZLREOLNZEETHD, HUS DFI90%IETHRIZHEL, 0157 FDRAMERGRICRESET
BHIETRIET B — AT RRMERBEELEICESELHUS A 10%7FEL . ZhoFmie /N &
FE(TMAM SRR KIS B R (2L D HUS, ADAMTS13 SEMEIE T(<10%)1Z & A % 14 I /MR8 At 42 BE
JR(TTP), FH|-BHELREITLD2RETMAZRRSI LD EL T, JEEE (atypical,a) HUS EFFIEN TLVS,
RIRMEXRZEIZLS HUS (FLLEMFEABRUODITH L. aHUS TIEHEEHL I 25% L FEMNIEEIZEL,
B TIE. BE 100 FAIT2AFIE. DNETIL 100 EANIZTARELHRENH S, BABREFS BA/N
REFELERZFZFERITES aHUS DMTEZEE, T2 MHM/NOEETMANOEREEZERICES HUS &
KU ADAMTS13EMZERICED TTP ZEBRLV-EDIEL TV D, EREBROXRET NE K HED & FH
(&, #HAGIEEEICKLS aHUS DAL TTHY . FEEZET S,

2. [RE

aHUS [T TMAZ X T EHLEREREEH . TDILO—HHAHKEHILFHEFOEGFERICLSIE
DR M>TEfz, INLDEEFEE(E aHUS BEDH 70% TROMN>THY . K TIE H BF (FH) D
EENBHETRLONDID. AR TIECIDEENZ L, -, WETIXMEAN R M2 L Thlig Az
BEOrOVARED AV (M) DEEFEELRREAD 1 DELTHRESIN TS, BEARRFES < B4R

1] A5 A=A
[T

3. fEK

4.

aHUS TROMDELAERELTIE, M/MREDREA RS H mBE (KB 4 & o H Mfe K o7A m & i
[CEHEBBER BUNGETHD, Tz, BEDBERZITL>TEE ZRABOONEILELH S,
B2, RBOBAMRIERGEEZRODEENH D,

BEE

R R CTOREMEEEELLTIE, MBRBOMPTEHTELEOMBEENH D, ChoDmMBEFEIL
Q70FERBENDEAIN, aHUS BEDILI-E(E 5095 D 25%ZF TR T L=, IKEHILHIHRFO
EREICKBBOITHLTIE, EMER C5 E/VA—F LA ENTH DL £ FMEFI S E/ VY O—F
IWHEERWVWSICHEZ>TIIFEDORANDE-ODEEESEIC, THMBEEDHFRLEI_HD2~8
EBRNTEENEETH D,

5. %%
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aHUS TlE. ZOHMFHAMBENZEDELTIBEDELRRICEDLEEOLNTEY. BIEA 25%L
EVNEHEIERZIZESLDTHS,

O EHOHEICHELEIE

1. BEH
100 AR (FARVEIZ&B)

2. RIRDHE
THGEGFEELGENTEIATNS)
3. MIRMAERAE
RHEESL (MR RMACM T T E D MITEENH D)
4. REIOBEE

DEMFEHOENHNDELGSEDBRLICED)

HY (BABRFESESIVNERZEEEODMEESHY)
6. EEEENE

MRIMERDEFEESEEAVTHEFEULZRRET D,

RS R B TR I A AR B D B LA A O RE T R 2 M

FEREE RERUENAY BOH KE B 518

[EAERES BANRHER A FERLENERSEFRHDNEE(FRE
ZEE EBXY NRE %E E% 8=

O HREH
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<EEREE>
FRSFEICEITA (D #EAFEHERICESED DS, Definite, Probable X% &3 5%,

Definite:
ZFEHNEFAN, FEERICEET LD TR E, magtE /MR EBR TRV &,
BUNMEEMAMEAD; Hb10g/dl R
me Hb {EDH THIETHDTIEAL, MF LDH O LF . MENTNOECDERF. REMRA AT TH
W ARMBROGFEEZLECH/MOEEEAOOFREERT S
m/MREA; PLT 15 B/ ul K
SMEEEAKD ;
INRBI: - RS K DMEIL T FUEEED 15 5
(MFILT7F=UE, MNEBERBRZSOEEELTRD ) BAG: AKI OBWMEZELRND

Probable:
SHFEETAKD) | MUhnEEESOEEM. M/MEELD 3 IBEDSS 2 HEZEL. MOEESHRIC
BEEY 53D TH, Mg im/ME D EERBRETHELNI S,

fTHIZEIR

SESRELEMXRBEBREEDRNZH:
REREDESZHRAT LA E BERE - TEEFREERLEIE (EIA) -
i LPS-IgM #fkizE

@ Mgt/ 4 EBERTTP)D BRI 2K
PEE. TTP (T HAY 5 MR TR WS TE1=, LA L ADAMTS13 DHERIZXY ., TTP fEF T AFEICH M
59 . £D 60~90%& ADAMTS13 jEMEMAEREZFFL TLSEMHIBALT=, 5T aHUS DEERIZHINT
ADAMTSI13 SEMEFBIES) [ETTPEBWL. ChEBRNTIDELHSH, LOLENS, TTP DHHEM S
I SELERBSTHLDSATEY., ZOHIZE ADAMTSI3 FUNEELOLWLEEETIZEE L0
155, ®oT. ADAMTS13 jEMH 5% LU LZERTEBFICDOVTIEZDMDERKRAEKRBMBEL T aHUS TH
M TTP THAMNZHIET B,

@ HHELMOERIZES TMA OBRNZE
DIC. MEJEE . BMESME. MIVIEBERMERBLGE. TMA OREBEZELLCENHLHIGRERELR
"Ny 5,

@ Probable 282X 9 (L. aHUS DEJEEMHEZSEEICEE.
BREEZHICLDELGRERADERICEH S,
aHUS DEEICHEBLI-FERICaVHILNLARAHEZRET 5.

® HUS DREZEL. UTOKRIZHAEZEIZIE. TRDEEIZELSONT aHUS ZEET 5,
&% 6 HARiEDAEH
- FAERFHADBARE TELMES GBIETERAERD)
-HUS @D BE1EH 8 HE {5l (F5 FEAE )

106



-RATHOE MO E

-EBHER HUS OB R

-HUS DREE (BHREEHIELBRNTS)
- TR MEZE FH7EE B

aHUS (ADAMTS13 * 1 R1BIZ&L5 TTP 24t DmE 748

(1) FEAFIEHEES:

(7) X%
HAEODEETFZEE: H AF.1 EF. membrane cofactor protein(MCP, CD46)., C3. B EF.
FOVARED 2D *2

) &R
1 H AFiALGEDBEIIKREL *3

(2)ANFEURBEFBE * 4
(3) BEAEXS

(7) MixBRE

(A) HIV

(7) BB

(T) 12T oY

(#) K=

(4) ZEHIE*6

(7) WEHEEE

(A1) FafindilzE

(7)) /MR EE

(5) }ERREE
(7) HELLP JEfREF
) 98
(6) BEREKRE -BIRm*T
(7) SLE
) ) UREE IR IR
(7) B RETEAE - R RS 1B A&
(8) Z Mtk

*1 ADAMTS13, 74> E LTS5 REF(von Willebrand factor, VWF) D4R MBS

*2 BN, HAER -HEEFOEAEEE. BLFEN. L. AZEACHATRIHRFOER
ENEERHENTH>TH. HEABED aHUS B FE T AR (TASEL,

*3 ELISA, Wz RA>TOvhEIZ& D H RFHRAGE D&

*4 REFHRTEE  £%6MAXRE. MET7I/BAON CTRAESATAVME. EAFA =2 MfE
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*5 JRRMEMDEE. MEFHREICKIHETEZE
*6 [REZEFIDEE
*] BOMARE. I UVBERARE. WEFFNREICKIEEZH

T UTOEMNDI-ODBREZSE(C, DMBEEDFERNFEICHE (2)~(8)ZHRNTH &

<EADI-HDIHEE>

NS ORBEERE : MFRESRFY, MBAFIILIOVE, RAPAFILTOE

BE - BEE. B

BEeRERE - BRRE - ik, ) VIEEHA, i dsDNA ffk. st > b O A 7K, 1 Scl-70
EIIRL
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<EEESE>

PEEULEZRRET D,

aHUS EfEE 748

1. amME&m (Hb 10.0 g/dLE)

2. m/RsEA> (PIt 155/ LK)

AUBEE (BAIE AKI EE2 L E, DRICOVWTIERGRDOES - HRICEnmiES
L7F=R{ED 2 FELLE)

4. ¥E AR A 4K

5. EEE (EmELEE. DAEEH)
6. MR fEE
1.
8.

w

RE 0 14 f5 %
mmEuMﬂz<@W%%mewm%u;#ﬁ%mEWMMmMLETL 2013
MNIEmMFEICSERYT 2EMNEFERZTZET D)

9. MEFaEEnE

10. B34

1. mEFEEE = S A e BIRTEHE

BAE T AL
PEE 1&2%F-T
FE 1HBHWE2FFE L, 3~110WThhFiHEE=T

AKI %57 (KDIGO 2013)
@k KDIGO Clinical Practice Guideline for Acute Kidney Injury Kidney International Supplements (2012) 2, 1-138

mEFIL7F=> RE
HEA1 HEED1.5-1.9F 6 A5 12 BERE T<0. 5ml/ke/BF
w2 HEED 2.0-2.9 & 12 BRI LA E ©<0. 5ml/kg/ B
#5HA 3 EREDI & 24 BERLLE T<0. 3ml /ke/ B

Er MBS LT F o i

4. Omg/d|l DiEAN 12 FERLLE DEERR

FIERBREDORI

FrlE, 18 BRBDEETIHE

eGFR<35m| /min/1. 73m* QKT

EREDQRIEN LGS T R Sh ERE THE
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HANDNEOE - PRI Z & D ifiyE Cr FE%E

50% 2 A ol (i DANANROES - PERI 2L DIl Cr LA
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BEFIETDEHRELTHELE,

144




SirEBRNERE

(Specific Activity Scale)
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6. AR CEE T2 (2~3Nets) EN S A
7. BACHMAEITET 702 (2~3ets) [EdA SHV?
8. ZHEADTILTEETH? B~dets) =N AN
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IXEDENEEZETHY. (1)BULEDE (stiff left ventricle) DIFETE. (2) EETLKCIEARO XN, (3)
EEFEIFIEEISEVEZINERKEE. (4)RE (EBLEE) FBEO4IEEBEIZHOVLET S EHEESN

TW3,

2. [RE
T,

3. fEK
BEDBESIBRERDIEAHIN. RIANETTILLTE. FEIR. ERELGENE D, DAL
ERELTIE, BRUINPOFERE . 8. 2582, FRELCEDRENRENDS, SOI2. FEICHLEHE
. MK, BKEELHAOND, BRI DREIRA. BRI MBI RBEEVEFLRLHIENKL(H D,
Tz, DEOREECOEAFELEINNRANTEREOEREZE-FTIENHY . AFHELL TRHE
= BEE MEELELNEIL,

4. BEE

WEREDBHE (FUFEE DR R EERENFEZEOOLOCENHIINERENELLIDTEMEIZLD

BRAIZHDNEZETHS, MEREELT, DAL, FERS LVME - EREDABBNIARUTHD,

a. DREDABE
CORRDEEREI>MEDLFLETHY . MDKERBICLD DT LBEDBERELFICKEELSL
LB, FEEL RIED DA E DRE D TIRER £ THY DO IMEEIXR-N TS5, /&
BEDERIIFIRETHS, DARIZHLTOXRI)REFERNSELH D,

b. FEARDEE
CORR[TEHEABIREKICLDEMEALIELIEA NS, CODBHBIOHIRICK>T, REITERKH
BT EHEDHEID T MABIREZFE->TEET 5. BT TIFRCAERTERWNGEICIE. DA
T—TIZELEEEERIOMEKAR—RA—D—ERAAMDRZEITOIEL H D,

c. M2 -ERIEDFH
MEECLDEHEEAHY . DEOLGNIMEOEENELNLIBEICIE. EREDOFHOLOHIZE
HIZH =5 M/MREES, 7—I7) VLS EEEENDETH D,

5. %t

KEIZBITAIRAEHRRELE=-FRFABRE TIISEETEL 64%., 10 FAFEE(L 37% Tho1=. &
FERIZEETDHIRAFELT, BHE-NYHA BEESFE-WBIVIRBEEE LS50 MEIAREAEDL
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18mmHg Ll E-ZFEE 60mm LLENEDRAFELTEZONTLS, GH. /NREITIIBHOTFEFRRT
Hdo

O BE#HIFEICHELEHE
1. BER (TR 24 FEERSBETREEHR)
24 A
2. FEFHOHHE
EN:
3. HRMLAE A
REE
4. REBDEE
WE
5. BME%
HY BITOEEREABRRRELODWEELL LRI THRET)
6. EEENLE
W E R B E B E S SENYHASSEE AV THSELEU L ERRET B,

O 1F#ki=#tT
MRS DEICET BRI
HRARE EARRSFAR L S— BRUES B LA BE

O fREH
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<BMEE>
[(EAmE]
EENRETEERETIOBRVEE . QEEHRPRERDOXR I, @QEEEFIFIEFEITIENEEINHERE
@RATHADIRBZRHHLET D, EEIEHKEE. BEAERICEANMDLT oM DR ENHEEE
TIIAEZED DRBIERAPITEFERNRLLICEEBELLZ TGRSR,

(H#REDFIED DM EE]
HRBDHEDZ L. HENCHIT DR ENHLIN, ODERDORIN, QEXDXRIN, @I
BIZIEVDHEEE. OBEVWER. TENABATHY. OEIDELERELDERZEH AshTSIE
ABETHD.

EDEDDEHREREHT S
OMERDO RN IDEEE RIEE . MRIGEICKSEERNPEIE RO RN
QIMERD RN DB ERIEE., MRIGEICKDDERRDO RN
Q@ERITELDLHEE: DEE T RRE, EEEE . MRIGE LD EEIGENVAERH S E
@DEVEE: DEEERRE - AONT—TILREICLDIEEIGRESHMR
G B 328 BERED BHIE - 18 M E 14D R B - URME 1D IR 2675 & D BRIV B
. BRI HRERBIETELETH D,

- IR HE T DR 2% - R DR B 0D — BB -EIEELNER

- BB R EL 0 R AE LR B AE

- R ERE
D7IAAF—2 R DYILALF—2 R IDANEYOTR—V R
JV)a—5 U BEE MEHRDRHEE RIEMEHEHRELRE

DRRIDEAIRIEIESE

I, BEICFDREERNHAENBETHDHLDET B,

(ZWD=-HNSERIA]
(1) BEER

PRI, RHE. BIE. SRS, R,
()t EmRR

FHRRARIRGR., (RIE. FFEX. BRKGE,
(3)§RE2

xXr
IVEO
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(HIEX

DEME., EEEHMUE BEEME. DB DERKX., FREMNST- TEE. HD

Ay E,
(6)1ibTa—K

IMERDRIN, EEITELVIDHEEE ., HERIEREES L DIB RO RN 1, DEILK. DENMiZEE,
6) DA T—TIVIRE

BEARIES : AELEEAREE LR,

EEEF: EBISEVAZEERH 2B X2,

BOAT—TIVEE EEZNREE(EEELF . AEMRRE. E LR . MBAREAE LS | INHEHE

IDME R ERMATENRERR ANV E) o
ELDAT—TIRE EELRRAE LR,

(7) MRI
EEMK-BROK, DIRRE-FEEDOXRI,
(8) EENM A RE

RABFRENESSVHRIERBBECETERDS,
Q) DRETDFHER
BREWGI RGO DEHRE ORI DFMRIEX. DEHRHESERRS . DNRIEEZEER
HBX3, IDTIAAMR—S R OAEIOTR— ZDERS,
(10) Ri&FE
REENZBOONEZELH D,

SRR
¥1. DIO—FRER
(I5H) (FHAlfE)
OERD RN EEMERHFE=55mm ZEEILRFHPAZHRE<18mm
QILBEXR DR 40 DEPREEE =12mm
EEREE=12mm
BrFIToBE TMF: A EELLLITHERE/ A2—

XWX ESRBNEHY,
RABIEF MR E J VR = R F MR O IR 14 2 8) D ET 4

@iINPER I A2
OEEBHK EEE>50mm, ZEEE> 140ml
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X2, DEHT—TILERE:

(FEH) (FHEI1E)
ERBISGEWAEEERH 57 E EEERH 7 B = 50%
X3, BEIREZ(EEAR CT) . DRETARSOHRCEEDHERELDEIND-ORITINDIE
AEFELLY,

(HEDN-HDEEEIE]

1 FRPERICE, 2FE0ER(RPIZF v ITL—avFERT—ILARTINTINSILE) BLU
DIO—R(EEGFIELR—tDIE—, ZBHICDETDHERENERINTNSIE,) FXbE
AT—TILDFFRDRENNETHD,

2 DIO—ETEGFFENTDIT/ONENEE (X EEEFOMRL, CT. DYV FIF74HETOR
Biu L9 5,

3 FRBBICHELTL. DAXOHELHER (CREODHER) LOBRAD=OIZ DRETLHEBRHS
EITESNDIENEFELL, Ff-. BERESZFIEBEIRCTIX. BBIREBEDBRANDLELIZEIZIX
WHBTHD,
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<EEESE>

MEBLHE SEESE

m, HZL F=& L <100
(NYHA ) &ﬁ?ébi#— <400

BE FHGEHEDLER 10 100-499
(NYHATID) A2 400-1999

F= XD EHE
il
L EHERETR
2k
hEE~F BHEMHOLEHEA 2EUE >500
BE FIEDEHE >2000
(NYHATIII~
v)
5E 2[E L E
(NYHAIV) F-3EERE.
B A TIDE.
DEBESESD
WFhh

R
1) FEENEHIRE BNP EEQHIE (L BEDRENTELTNSEEITTS
2) RO =S 3 ER L TR 30 RFOLD
<BEEE >

1) TEBHEHIB ORI AV 5 812

NYHA 7%
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NVEEBIIHEABREEIHIRIEEL,

BENGEERFBTIIES . BiF. FRER. XHHdH L

BilbE () 24 L7E0Y,

1% BENMPEEQOSEIBDOHRAHL. RepFrE-(EBEFERICITEER,
BEFEDSL. LLEERWGEBIZE, BEE LR REHTELE) TRY . BI1E. [FIREE.
KHHHNIRDEMEEETS .

JI1Y;-3 SEQRKEBDHBRAH D, TEFFFIC TR,

HEFEDSS ., BHEBIZE., FiBT0E) TR . BE. FFIREE. XHHHOEHR0ME
(HE)EETS .
IV WEEDHVAELBREEBLFIRSN D,

DA EFEROROE () N LFHRICHEET 5.

DI GEEREFF T NOMNEET B,

I

il

NYHA: New York Heart Association

6 METs LLE EEMED 80% UL
3.5~5.9 METs EE{ED 60~80%
2~3.4 METs EE{ED 40~60%
1~1.9 METs U F MEITTREH BT
EEED 40%KH

NYHA S $BICEZ ISR 5 SAS (7 0LVAY,

[ERASIT 2METs BE ST 3.5METs. IUARIE - ALY TFIKIE AMETs, & 5-6METs, BEER 6-TMETs1%

BEFTDEHRELTHELL,
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SR ESRNERE

(Specific Activity Scale)

OlZ Tt FTRICHOWVWTHEMLTLE &N,
(HL2BW, ETH2HWVIEELD YL 250 [LOZLTLEEY, bh bRV DI
212 IKO%ELTLEEY)

L&, BIZIRVETH 2 (et BUF) =N S A
2. BIZZoTWAD LEETTN? (et BATF) =R VAN
3. ~ANTEBEREENATEETH? (1. Blets) = VAN
4, MM UVE—ATEITEETN? Qlets) EN S2H\?
5. BBAN—ATTEETH? (ets) EN SHV?
6. AR CEE T2 (2~3Nets) EN S A
7. BACHMAEITET 702 (2~3ets) [EdA SHV?
8. ZHEADTILTEETH? B~dets) =N AN
9. V¥ U—EBOTHERTT A2 B~4Mets) i VAN
10. 7 VA EIRE LTHERTT 2 B~dets) =N VAN
11, (R A & R U G A 100~200m 530 T 3 [E4A AHhV?

ERTT, (3~4Mets)
R2.FENE) BNER LY AR ZLTHERTTN? 3w SH?
(4Mets)
13. = ATHAIZANE T 52 (4~5lets) [E4A SH 9

14 RERANERIUEET2HE TR THERTTN? 1T VA
(5~6Mets)

15 ROEEEER Y R 2) X TEET02 G~Tlets) 1TV 2hH?
16. FEHITEAVT20mAEN T HERTT 7?2 (6~TVets) 1 F0 2H0?
1. EPZITEETH? (6~TMets) T VAN
18. 7 = A (UFHEK) % L THFERTT 1?2 (6~Tets) 1T\ 2h?
19. ¥ 2 % v 7 (RliSkmfL ) 2300~40mL CH R 1l EW oh?
TN ? (T~8Mets)
20. KV & L THERTT 02 (T~8Mets) =N oh?
2. b EVE LTHERTT 2?2 Blets LA E) (B VAN
SEMR DS BT 2 fie/ N Me t s

% Met: metabolic equivalent (fUi{44k) O, ZEFFAANOFEFAETE (3.5ml/kg (KE/%) % 1Met
&L TRBRE OB vE R L, [EEIREORE S LTHWA,
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SREDRNENR REALOTERUESE

O RN S (KE B VB 2 A0 o PR L TCEEW,
(_U)’iELPu’JK‘iT/’T HH%KTWM)V) NG, BESAICKESHVTEE)

ORHE S MZIZ LY IRIEEREN 2 HET ABRCIE, UTORICTHERLEZE N,

) S RIEBRE DB # & 12, F%W*%Kﬁﬁ*ﬂCwémﬁm%%MQWAVﬁééﬂ%mil
SlZED . DARBIERS MBI 5 o MEBE % o4 | MMMTTB@\T

2) TN DHEIEIHIILTREOR—2 T34 . REROREL
ZLTLEENY,

3) ThmbRn] EVWHRIFIZRDERL DR D EIICHBERYEL TSN, ExiE
%%&Nﬁ?Lﬁot:k@ﬁ“@ﬂk%\@fuﬁﬁtu%#%h@ ATHTEZ ) Kl
TEHIENDHVET,

DBEIAOBEZN TV 26 120 ~BITTARBEBICOW TIHCOERR R LT
<t&w

e

FObUJtuo*x#mLbTELLEE_ﬁﬂ!J@&QEL_LEﬁ_ﬂEI
Z (Specific Activity Scale:SAS) [Zh Y

5 F/NEBBEORD T L 7 5 HIKIFEBOEREE 1T, ZOORREE OFERZ BT 5720 Okey
question& 2V £ OT, HATITR/NEBE Mets$) & BERIHEHOF 2R L T EE,

%key question®|d, HIKTEENEN OB SERMEE ¢, BHEEO4, 5, 11, 4BRL
{ffEibhbHkey questionTT,
) Mets¥UCIEO® 2 EIHA (ER6~11, 13~20) 122\ T,
FibTHEEIZIE, 0. MetsOEETHIG L TLESLY

7) B Lobn HBATEH 260 LHBFL TS,

B #9EARFITEETH?
O 1AEMTERICE) EARTE LEZERHY, B TE, - Fn
ZOTEMICLEZZ EJRVE, AR THRIZTEZHT,
CEDEAMDTELTHRER, HLobhol,
cEY)ENDBITE LTHEZN, 2binolz,
CTEZICRDATDT, ZIEARFIE LN T,
CZOTAMICLEZERAVR, SORETESHTTEZ )AL,
CE)EABTELIILHRoTVRNOT, TEANLIDbhLARN,
cBYENBITERATZZERRVDT, TEANE I nbhDLRN,

- 2bHWn

- bhbn

(D TOREOHE)
[fEREZ N\ & TR U C A 100~200m500 T R TTAy (3~dlets) | &) BERITHID

TIERAGRD B -A . El1Akey questions 720, BUNBB)E T8 ASASIE3. SMets & ¥
ELET,

GBEIHE L W2 eRho5ER)
W CHOERPER TIEROBS WELT 258, 250 ELHTL Y 135 OBa Tdlets(C,

TDETE D OBV 5E1EMetse LTS, BIETL 1, AIRIORWERFO Z L &2 LET,

B, JEROREN FEROEEE/NIEE T EURICEY LARWETH DN, mEEREREZ kG5 =
EMMIERFIZONTIE, EEEROG LT 5,
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87 R BHAIR 14 At =, I £ i

O HM=

1.

M=

|B >k 0> H 2 gy 73 (4 F A BN AR P4 Fifi /= I £ 5 ) IPAH/ GEAG MRS ML E £E ) HPAH [, 488 THR7R. 4FIC
FRRERODNAEREREEZR-EVEEDMSMEEZEHETIEETHD, BREIF1:1.7 £&EIZE
L REFHVEFETIHRFEFHEDOENVREITIFRT D, REMHEIL 100 BAIZ 1~2 NERTKRE
TORBNAZTOENOGE . BHALDEHEFYRMN 28 FLIRBICFRIRTH <. LAL
RIEDBRETI/NRHICLITFRERTINFEL. CORADOREF TEEHEFLGTONIELMoNTE,
KNEFINFETARENEETH oMM, 1990 FLURIZRL EBRENFHFEIN . B R TIIEREF
DELED 3 BEDREENFEL. ChoDEFFLIHEASOEICIVEGFRERELTE . LM
LEFEMIMEDOFI TIE. BYGRAICHBIEEE R T SR ENH D,

2. [fR[AE

HPAH DHERRAEL TEGTFEEDHFANERIN TS, CNETOMETIEHPAHDHIT70 % (.
RIEEDHERSN TV IPAH EEZETENT-BITEHH 20%IZ BMPR2 B FDEERDHFENFHEREINT
L5, Fiz. fICHACVRLI BIRFEDEENRENSINDDOH D, LHL. BEFEEDLEWMVIIZHITS
RIERRAIERBRTH S, IPAH DRIERRAEL, WHELLFHATH D,

3. fEK

4.

fie MEEDBRIERELTIE, FERTRE. S9h. ZEF . BIF. 0. K8, X, BB
mBEGENHLND, WITNIEEDOMSMETEIHRLUIKL ERAHBELEECE, I TIZEED
fSMENRBOHONEIEN S, F-. BEMSMEECIEFERORATRDEIRENH D, SHITHE
1THITIE, FRIRERIR, AFIER, TRRFRE. BKGENHLNS, T, s MIEAEDRE G HER
REBIZHESBRABEKFRNAOND,

B

IPAH/HPAH (2319 2B HABREILEERENICREL . BRAEZLPETIETORZY A9 VR
[CEBT5TARFVAV)EZTDFEBR, TR UBRICET ATV ZBAERE(ERA) .. &
FU—BRILER (NO)BRIBICE T HHRAKRCIRTI—+ 5 HEZ (PDES-I) DEN T NEL 1= 3 REFED
HER PAH BBRENFET 5.

5 %%

IPAH/HPAH D BAEIFEBOHTHRT. IBEDOME T, FERDFHEFHRRIEBRAFIREEDS
B 28 T, RRAIEEAE. BLFL. BMAZLESN T, /MNED KA IPAH/HPAH D F 4 LK
ANIZHELTELIZRR T, FHAFLRE 10 MNA THAERESN TS, A ETIE IPAH/HPAH D
BRFZICEAISILERETOT —REHFELLGL, B OERTEIH LN, BERENFELGM S
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HHOBERADORAEDHRRTIINELERFER 3 FEFR s ELEHFTENKK67.9%. 40.2%. 38.1%TH
Y. BAEIEDREIZFTRICKRELEZERIBRDOEN o=, IBEDFKIZH TR KIFEEF B F O BT
BT ANENDFRIFHELTETLS, CNITRIADIFEN PAH BEEDRARKICESIECANKREEZ
55,

O EHOHEIHELEIE
1. BER(TER 24 FEERSBEIREER)
2,299 A
2. RIADE
THGRETFEENREEINTND)
3. HERMAE A E
SRHEIT (HRAABAEL)
4. REOEE
WE (T
5. B
HY (BTN EREAEA RS L0 ELHRIITHED
6. EEENLE
NYHA DM&EES $E & WHO i I EHEE D SE% L ISR L =B RO ERERE S 4EE LT,
IR ERFIL Stage 3 LLEEXN R ET .
ETHEE Stage 3 LI EF (& NYHAT B Ll EF - (EMMEIEEEERAL TV IBAERRET S,

O fEiE#HT
FIRSFREEFHENEE (FRAE) MHRA2ICET HREHE
MRARKRE FEXRFXFREFHZER FREARE iR E B0

O HREH
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<EBoMREZE>
FRENAR A S I EE D EZEIZ(E. BDAT—TILREICESMBAIRME DS MEDZEEELIZ, BRK
DEITHTHERNZE. BLUMMOMEMEERTEEORNZHDLETHD,
(1) BREMR
O ALAT—TILRET
(a) FEIARIED £ 7 (RFRFFIMEIIRTFIE T 25mmHg L E | fifl E K1 T 3 Wood unit,
240dyne-sec cm™® Ll E)
(b) FEIAREAE (L BE) [XIEE (15mmHg LIT)
@ MRS o F U I LITTRE MR REGL R E (LB R MEMBIARTEfH S M EE TIEEREX
FBPRD MR RIBEEET D)

(2) BELIREREFR
@ DIO—REICT, ZRFREHERE 40mmHg LLET, HEMBIREDZRAG LR ERD . AE
HEXIBARFTRERH D&,
@ IR X $RE THEIAR A ED DL K . RABRHIM B P22 0D 1/ MiAE
Q@ LERTEERKRFR

() ETEERKRUERKRFTR
@ FHEROEOHN
2 ZIRFH R
Q K
@ fEmEENFAEETRT SHZHRE(LEDMEIARMK S DITELRL)

(4) RN R = M AE DER R 7348
UTOWTMNZDWTERTBIE,
@ R X ILE R MR ENR 4 A S 0 e
@ BBIRSEIZHE il Eh AR 14 i = I 5E
@ EXRMT v MEOEEIZESHEIRME S T E
@ FERRE FTHEEAE (<435 FiEh AR 14 A = 0 1
® HIV R4S M ENAR A i M £ AE
® ZEHIFE SO FfEN AR 14 i = 0 £ 5E
BL. EXHE v MEMERERICHESIHBIARMEMS METEDISZE (X, FHFEEES. RUFHEITHRLHM
BRI R LEENERGFT DEEERRET D, TORIE DEAT—TIVREMR. DII—REMR.
HOER X #%-MOE0 CT LEDEZRFR. GEDREMRERTI 5L,

(5) TRRDMMEMEZE-9REZRINTESHIE

LT D% & (SRR AR I il = 0 [ fiE & (X BEAN RS A, fimMEV WL TIEAER KSR LR
EL3H5DT, ChbZfrid %,
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O EDLREBIZLDMEMEE

Q@ MFRFEERY . XITIEE R IAEIC &2 s I EAE

Q) &tz E i S M E

@ %D 1thod fifivs, M0 £ A
HILAAR—2 R ST RFARARBERAE . >/ IR E FH IEAE . RENAR IR EE. M EDERME
2HE MBIREXAE. fLEONEELELE LS RMMEMEEEL. FRFEBERY XITIEE
FMfEICKSHMEMEARETIE. FRIFEBERY RITEBRIEDAHTILHRAD TELRLEEDMS
MENFET DEHFINHD. COGEEICIEMEARMEMSLEEDEHLIZEHLTRL, TORIZE,
DMEAT—TIVEREMR. BE X R, & CT 4L DERATR. FREEEREMALE DBREMRZ R M
T5IE,

(6) FREHE
UTDEBEZINTHE9 &,
1) ZHOEODOBRERROADAT—TIVEERRSLUMMRS o F IS LRRERT &,
2) BRI RSERBDIRTERINTEDT L,
3) Bkt MEEDREKDPEO~ODNTIANEZETHIE,
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<EEERE>
Stage3LL L EXRET S,
f= M/E#ae > 58

NYHA 1(MERES $E
I E:@BEDEKTETIEEER
IE BEOSKITHTERER. FETENOOFHIRENS
ME BEUTOSEKIHTERRER. FETBNZFLIHREIND
NVE:EALBREEH D TLEFRF CHLEKFER

WHO 175, IfiL £ fiE 1 BE 5348 (WHO-PH)
I E: BREEICHIROML S M i £E
LBEDSHRES TIEIFRREORERS . MECRmaEaELLEL,
IE: BREHBEEOFHROH S MMEMEERE
TEHEBICIBRERIGL, TED SR EEN THEREHOES . MEORMEENETS,
ME: HHRFEESHELVHIBRDH LN MEAEEE
TEFFICERERAGV,, TRUTOBREDHKFE CTHFREH KRS . MEORMLEEMNED
%,
NVE - EALGBRBFBLT R TCERLLGIMELEERSE
INODBEFAELFEDERETRLTLVD,
TEBFICEERRES LU/ FTEFHAH5N5,
EALGBREHTLERERDIBELH S,
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(R R EERY)

iR ” . MR E " i
Stage 1 WHO-PH/NYHA 1 and mPAP > 25 mmHsg EREL
Stage2 | WHO-PH/NYHAL | and | mPAP2A0mmHe | | #AGL |

WHO=PH/NYHA and mPAP—> 40 mmHg HERHLY
Stage-3 WHO=PH/NYHAHIl of mPAP—> 40 mmHs FEHOEEICRLST
WHO=PH/NYHA I and | 40>-mPAP-2> 25 mmHe FEROEEIRST
Cl<25 N
WO = and mPAP—2>-40-mmHg e
Stage_4 E,émm%mz
WHO=PH/NYHA 1V and | 40>-mPAP > 25 mmHs FEROFEEICRST
cl<25 N
WHO=PH/NYHA 1V mPAP—> 40 mmHg FEROEEIRST
Stage 5 and . )
I . s e e
. BERERK EHEIARE (mPAP) | iMEER(CD) A E LR F A
FELAG
40 > mPAP > 25
Stage 1 | WHO-PH/NYHA I~1II _ fER%LL
mmHg
Stage 2 | WHO-PH/NYHA I~I | mPAP > 40 mmHg B fERA%LL
Stage 3 | WHO-PH/NYHA I~Il | mPAP > 25 mmHg _ FERHY
Cl > 25 =
B WHO-PH/NYHA I~V | mPAP > 25 mmHg - FRODEEIZZST
L/min/m?
Stage 4 | WHO-PH/NYHA IlI~IV | mPAP > 25 mmHg CI<25L/min/m? | FRDEHEICZLT
Stage 5 | WHO-PH/NYHA IV mPAP > 40 mmHg B FHOEEICEST
PGI2 #maf - K TiE
BEFERALSADELISE
_ _ _ _ FEEEKRDIEE.
mPAP DEIZR&7%<
Stage 5

BHEMEIK. mPAP, Cl, M EIREFANDER I ANTEFE =T HRLEL) Stage Z:1EIR

17



172



(E#E)

Ef-l3 AEATRAEL  _

g BRER ST i S SR AR
Stage+ WHO=PH/NYHA L1 and FRPG-<-40-mmHg HARZL
WHO=PH/NYHA T 11 and TFRPG—>40-mmHg HARZL
Stage2 WHO=PH/NYHA| and TFRPG<-40-mmHg i
T | WHOPHANYHALIL | and | TRRG o 40mmHe | & EEBY
Stage-3 WHO=PH/NYHA 1L Il and FRPG-<-40-mmHg LAY
P—G%Z—ﬁ%ﬁ-#—,}—%—,}. =4 N 5
DII—RETO =R FUNUE e

BFE | BEEK 1852 (TRPG) Fif 1t B 11 5 55 {5 A
Stage 1 | WHO-PH/NYHA L II TRPG < 40 mmHg FERALL
_ _ FEF . FELTRAL _
Stage 2 | WHO-PH/NYHA L II TRPG > 40 mmHg FERALL

WHO-PH/NYHA I TRPG < 40 mmHg FEAHY

Stage 3 | WHO-PH/NYHA I~II TRPG > 40 mmHg FRHY
_ WHO-PH/NYHA III TRPG > 40 mmHg FERALL
_ WHO-PH/NYHA 11, III TRPG < 40 mmHg FRHY
Stage 4 | WHO-PH/NYHA 11, III TRPG > 60 mmHg FHOHEICHRST
_ WHO-PH/NYHA IV TRPG < 60mmHg FERAOEEICZRST
Stage 5 | WHO-PH/NYHA IV TRPG > 60 mmHg FHOHEICHRST

PGI2 Ht s - Tk GEE A
NHELISE [ WHO-PH 48,
mPAP D{E(ZB]{%7%i< Stage 5

BRI, TRPG, fififl EHREEANDER I N TEiE-g HE &L Stage ZER
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B HTHF(X Stage 3 LEF/-IE NYHAL EL L F-([EMENREZFEALTVSIGEEEZRRET S.

(%)
stageSLL E TIIDLKER 2 FEICT—EDDATIZKAFHENEELL, LHL. /NRE, BEE . FFFREDZ L
BEGE REIZKYVDATHRITIRINBWMGE LD ITI—TOFELRIET S,
IEFETIEZA LAY, TRPG M 40mmHg (X, mPAP @ 25 mmHg [ZPEEIT %, TRPG @ 60mmHg (&, mPAP 3
40mmHg [ZIE#Y %,

Xk JEROBREN RO EIEL DS T—EU LIZEY LRNE TH LN, mERERZ M 5 2
EMRBELRFIZONTIE, EREROTRET S,
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88 fmaRAREAZESE .~ i B MM EfEAE

1.

BE

fifi§% AR BAZESE (pulmonary veno—occlusive disease:PVOD) L4866 THHLEEETH D 154 MENRE T
EMEEELGEGIERETHY. BEICENAMETERICFEFTRTHS, REMRBFRICIIMANOFIK
NELGREMMTHY. fFRIkDONIRIEECREICLFICLLIAEZRD S, MEME ESE (pulmonary
capillary hemangiomatosis: PCH) (X RIEfBMFH (a2 D EM BB AT 5, MRELBICH
RDOFEIREAZEZ AL, Ma2AikP R A THHMENARD ME (FEIARE) DFfRea LR ERK -9 2&12455,
Z D=8 . BRERMICITEEOE A R TH S, SoHITHEMICILith o FhE AR ffi= M £ AE (pulmonary
arterial hypertension:PAH) LFEELILTHEY ., —iRARZEIZEWLWTERKAT R M5+ TIE PVOD.~PCH
FEROCLIIRETHS, HEGITIEMER CT BRICEWVWT,. TUYASRKEZEE. NERHREDOIREGEMN
BRINLHD ., EZEIIIRE TLMBEBO S DRBEBZE CTOAAEETH S, LI=M > T, FFR MR
ENARMERT S MEE LZEN TSI EN S ERGRERSEBESNATOELDOARIKTH S, PVOD
/PCH [EHoHERICREL. BEZENZNESN TS, EABITIEBEICOPZIMERLAH D,
15 mMARFBDEFITIEBREFENENVDA TS,

2. [RE

B R TIX PVOD/PCH DREIETREATH S, [FEAE DEFIMNILETHLN . RIENREDRE
Bledh b, REDIWETIE, WEHGEGHICEBRRETHLIIEATEEIN TS,

3. fEK

4.

fis MEISHSETIED RN TH D, FERIT PAH EFRLIT DD, TS LU FHERERR
MEA PAH KYLTZETH D, HERD BN, @EDOKB. TROZFE. WE. FEROLHLETH
%, RBERIMIE L., [(FHRBLEELRIZEBDHOND,

aEE

RIEDRAMNBASNTIE AN KB DEITEHLE TELERIILGHEREIN TR TH D, TFE.
BEADETHY. BIRLEREBLSE D, FIKAICMA . BIROHOENERE (TORZT STV
REF| (PGI2, TRTORT/A—IRKE)  RRAKRISIRTS5—t 5 BAEHFI(PDE-5 Inhibitor) , T K+!)
UEBARERE (ERA)) GENREEINLA . MMl BN REICLDMKBEEDRERENHL-O. +57
BEBETCTOFEANEEND, SHIT—BHEHRENROONZBEETLRAMICIIHEISRES N,
R A TIEMBEOADTEBRETHD BRI EIN AT FZTDOBEMFILIRESNTLNEA,
INITDOVTIESEDREIRETH D,

5. %t

BRICERMETHY., FREICTFRIRTHD, SHECLTERRME. A LOTELHS.
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O BE#HIFEICHELEHE
1. BER(HRMEIZLS)
#3100 A
2. FEFHOHHE
EN:
3. HRMLAE A
KHET (RAMABRAEL)
4. REBDEE
PECAERICIERM TERICFRTR)
5. BME%
HY (FEBEEOLEEES)
6. EEENLE
NYHA iDAEEES 5L . WHO i I [ #EEE 9 $8% 4 & (R B L 1= R 22 B 1= & 2 BB 14 Rt 5 1 e 0D B 95
FES 5% FAULNT, S BB 2 Stage 3 LI EERRET S
EHE (L Stage 3 LI EFE - (E NYHA L BELL EF - (EMM S HhEEEFERAL TV IBAERRET S,

O fA#EHT
MFRA 2T HREME
HRARE FEXRFRZEREFHER TREARZE HR £ 5K

O fREH
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<ERFREHRELE>
FEIEH
@ BLHAT—T LR RAIHEIARIE S M E (PAH) DM R %17
FHRBEEROADNT—TILREMRR
(a) MEBIARED LT (REFFFMEBIIRTHET 25mmHg KL, Bl E4E$H1 T 3 Wood Unit, 240dyne-
secrcm® Ll k)
(b) FHEIAREAIE (ZDBEE) (FIEE (15mmHg LLF)

@ PVOD/PCH Z&eht 5B =R E CT(HRCT) AT R VNERIREDRE. k. BKE. RUASX
¥k#(ground glass opacity). &'/ \EIEX) AHY . M OB EMIMEERLE BHEMEER CBRRER
o TED

@ EIR BB IM & H53EEE (ERA, PDES inhibitor, £ A PGI2) (2 & A5 M/ ik EED 55

BIRHIIEE
O REFFOEBIRMERSEDET (70mmHg LLF)
@ FMtERERRE ik ERRE D EFAZEE T (%DLco < 55%)
@ MR F BEREEOMRRELZROS. F-EEETHD

SEmMR
EXMERFRPDODANEDSTIVERIYOD7—VFRDD
@ BT
@ BMEREDHDANIZEL

< RIZE >
LUTOEEERNT 5.
M PAH, JBIGTE PAH, Y. SWFE R PAH, BIERBIZHES PAHRBRR. PIIREFTESE . 2R
IDREGE), MR ESAEE(CHES PAH, (g MmeE4 M4 S mEE

<HETEHROBEEE>
LT OIZEERG IS LUTERERZ A I ZEEHROMERET D,
758, TPVOD/PCH £EL VAl 1 (d. EARRIIZ PAH THREETHIEET D,
[0 Wi =41 |
o FIZEHHDD + HEZHHI
I"fife PR 32 W51 |
TREZOWVWITNIERLTIDET S
o FTEFHODD? + FEEHOQ + BIREADS>HIEBLL
o FTEIEHDD + BIREHET
TPVOD/PCH £EL Ml |
o FIEFHDO + BIRIEBDS>H—IEH
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<JRIEBMFTR >
PVOD: RAEAM &R AR (B I/ NERFRIR) O U FA N DB E (FIRD 30~90%) 12EAZERT R.
PCH:ffifaEE D EMERRM/IMED ZRBILE SVIEE, 512 PVOD [CHEL-RIEMEIRREE RO 515
BtHY
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<EEERE>
Stage3Ll EEXHRET B,
s MmE#ee 58

NYHA 1&8EES 58
I B BEDEKFETEEEIR
IE BEOQEKTHTERER. FEEBHAOOHIRENDS
ME: BEUTORKTETERER. FERETHHELLFREIND
NVE:EALBBKREEHDIOIREFHF THERRER

WHO i I I fiE # 5E 5348 (WHO-PH)
I E: BAEEICHIB OGS M iE B E
LTRDSHRES TIIFREHE RS . MECRBEELELLE,
IE: BRFEBEOFHROSHLMEMELEEE
TEHBIEXERERIGL, TEDFAREEN TR OES . MR CRBLRENEID,
ME: BAEEICELVOFIROH LM MEEEE
TEFFICERERDS GV, TBUTOBEEDSAKFE TR RS . MECRHEEMNED
%
NVE EALGBREHLT R CEBLLGIMEMEEERS
INLDBEFFALFEDERERLTILS,
TEBHICETRRHES SO/ EF TR FTHNAHEND,
EALGBREBTLERERKDIEELAH D,
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€5 E i)
I e - Ao 5 2 S

AR S i
Stage 1 WHO=PH/NYHA 1 and mPAP > 25 mmHg HEREL
Stage2 | WHOPHNYHAL | and | mPAP2A40mmHe | _ | @AGL |

WHO=PH/NYHA 1 and mPAP—> 40 mmHg ERHL
Stage 4 Lleintem®
Stage 5 and . )

PGIZ ;i"]: %t£$:jf &:F:I
. BEAER FHFMEIARE (mPAP) | (MR (CD fir (5 41 3 S 45k
FIEHAD
40 > mPAP > 25
Stage 1 | WHO-PH/NYHA I~II B ER%LL
mmHg
Stage 2 | WHO-PH/NYHA I~II mPAP > 40 mmHg B EA%LGL
FAHY BEFERALS
Stage 3 | WHO-PH/NYHA I~II | mPAP > 25 mmHg B )
Cl > 25 .
B WHO-PH/NYHA II~IV | mPAP > 25 mmHg FEROEEICFST
L/min/m?

Stage 4 | WHO-PH/NYHA I~V | mPAP > 25 mmHg CI<25 L/min/m? | FRADEEIZZELT
Stage 5 | WHO-PH/NYHA IV mPAP > 40 mmHg B FRAODEEICERST

PGI2 F#fsdiE - R TiE
T ERANBELRISS
FEREEIRDEE.
mPAP D{EIZE &<
Stage 5

BREEIR. mPAP, Cl, ffiMEYRREFADEE I N TE#ET LA Stage Z3EIR

BE . ERMG ERREZFEAL-ORENBL., REZDIL-HEIC(E, Ml T REDQEAL

78<{T%. Stage 3 LU EET S (BERFFIC, BEDMMIM EHREFERAEZLLHRT S8
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(SE#EF)

B B3 s P IR
Stage—+ WHO=PH/NYHA L1 and FRPG<-40-mmHg ERLL
WHO=PH/NYHA L 1I- and TFRPG—>40-mmHg ERLL
Stage 2 WHO=PH/NYHA] and TFRPG<40-mmHg ER®Y
T | WHOPHANYHALIL | omd | TRRG o 40mmHe | & EEBY
Stage-3 WHO=PH/NYHA I 11l and FRPG<-40-mmHg ERHY
p%ﬁ%&#—,}—ﬂ CEel < 5
DII—RETO=RFINGE .
B | BEERK S B (TRPG) it I % PR SR B 55 AR
Stage 1 | WHO-PH/NYHA L II TRPG < 40 mmHg HEALL
_ _ FEE AEGTRAL _
Stage 2 | WHO-PH/NYHA L II TRPG > 40 mmHg HEALL
WHO-PH/NYHA 1 TRPG < 40 mmHg FEAHY

£ ABATRGL

Stage 3 | WHO-PH/NYHA I~II TRPG > 40 mmHg FERHY BEFEFRELESD)
B WHO-PH/NYHA III TRPG > 40 mmHg FER%EL

B WHO-PH/NYHA 11, III TRPG < 40 mmHg FERHY

Stage 4 | WHO-PH/NYHA II, III TRPG > 60 mmHg FROAEICEST

B WHO-PH/NYHA IV TRPG < 60mmHg FROAEICEST
Stage 5 | WHO-PH/NYHA IV TRPG > 60 mmHg FRAOEEICEST

PGI2 #nssT - B T Xt E R
HNHELIBE (X WHO-PH 248,
mPAP DB {&%< Stage 5

BREER. TRPG, fififl EHREFADER I N TEi#E - &I EL) Stage ZFE R

BE . ERMG ERREZFEALORENBL., REZDIL-HEICE, Ml EHhREQERAL

12{T4, Stage 3 UL LT B (BERRFIC, BEDMIM E YRR BEEAFEELLHT H8).
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stage3LL ETEDE<ES 2 FIT—EDODATIZKAFHENLEELL, LHL. /N, SEE. HEENS
WEBELGLE  REBICKYVLDATHRTIRIAEWNSE LD IO—TOFFELAET B,

ERETIHELAY, TRPG M 40mmHg (&, mPAP @ 25 mmHg [ZPCE3 %, TRPG D 60mmHg (&, mPAP M
40mmHg [ZIL#9 %,

XAk, SEROREN RO BEIEE G T—EU RICY LAWE TH LN, BRERL kT 5 2
EMBERFIZONTIE, EREROXM S ET 5,

183



89 (EtEimtzEEr2 MM MmEE

O HM=

1.

BZE

1E MR MAS ZEMESIFBFE L MR ICKYMEARAFAZEL., MRS ALESVISMBRSIEDESR
NeMALLLEIZCH->TEELTWSHRETH S, F-IBHEMMREREICE VD TEHMMEARE
25mmHg L EDffim M EZ & fFL TL 5 51% 12 14 M #2 Z 42 14 ffi = M0 £ fE (chronic thromoboembolic
pulmonary hypertension: CTEPH) &LV, ARJE(X. IBREEFBEIIEET HARBMANFRERELTEH
FMIEMMMARERE enER) EOSEFNANGN TERAY, 2009 £ 10 . ¥ F RSV FEIC
BEHETEMAEESN, CTEPH [TiE—Sh =,

CTEPH TILIHEIAREAZEDRED . S MEENERELTEET, Z<OMEFITIELMMERD 40%LL
LOFAEEZREDHLHESN TS, MEERDREBLMEARATO MIEDERNFIKOEBLIZEAELTL
52EbEZDbN., DPAH THLNDEIBEREL AL OEEEFIRTO MEEFE, QmizERHA
BRI DML -MFRICHESBHEBIRDOMERE . QM2 CK > THAEL-THAKLYEMIZE THIREX
HIRREDYEZHESIFHEBIRODMERELE ., small vessel disease DEEGSLRAEZEHIELTLNSE
EZ2bN5,CTEPH [XBNATIEHEFLZOA, BHAETIELMIZEL TR EF#IRMARETIEEEN
{ELY HLA-B*5201 1> HLA-DPB1%0202 LBEE T HIEFI B AN ENBMESIN TS, Chd D HLA [FER
KTIFEOTHEDDVLEWIAT D0 KRG EERGST-REMFZF DEHNDFEINREBINTL
%

3. fEK

4.

s mEEDBRERELTIE, FIERTRE. ZEHR. BF. WE. KAEEAHALND, LNVT
NELBEEOMSMETIEHRLUIKIERSERLEEICF, TTICEEOMBEMLENROHONEIL
AEWN, F-. BEMSMEREICEHERORAFEDREIRMEAH D, SHITEITHITIE, HAFIRRR. AT
FER. TREFRE. BKGEAADND, ZDMh, i MEEDREEEGLEMREITHIBRLLGHEFTR
ANZ XY g

AEA
HREITHLEDNTHAENIE TV ATHEILSN TVSAEELLTIL, MBIARMAE NIZFERR A H D,

LALEEHLNE TIEFHMES SN o= RIFAIMEAEARD CTEPH (L. AT—TIVERL:
2R IR E HRMBIARILGR T (BPA F1=(X PTPA) DEMMEMNRRSNDODH D, 12, FHERADZNK
HEHLWNIMREFHAIVEERMEMSMEEEZE T OREICHLT, AIFEITT7oIVESY5—F
RIFETHAHIA LT TIAANLGNS, CTEPH OAERAH TIE. F 9 EMLGHEE L EEREETHmET
STENRBETHS RVTHRRDERLEZHFLTMRBREFHE-RMBTETFH O DHE
BEEZFRIAT 5. MBEERENEZTHHEES CPRARRETDBERGEICHLT, FTARHIKI LA
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—ZBETHBELH5H. BEREMENK. AUOFEMKLLELLEEET 5, Sol2, ERGRIF. K
FEDARICERLI-FFRER A~ L . FiBIAR R IR 7 ER 07 R 1= (L8R K A2 B BBk EDARSE 3R 18T D@ I 4R
HITOBELNDHD FTENMBESNDIN ., RERES . ShE CHlERRESHLTEDNMIRIH., &
ENFMERZELLBVBIREZRDLICREDRREY S, REHREH TR ZREMS MES LTI,
VAT TIDREEERT H. =, TOMDOMMEIREN BB ELH 5.

5. Fik

CTEPH [CIEiBEICEMMMEERELZ TR T HERIBOONSIREE L, POANGEKRDGEVEE
JREEDETHAONZBRENH D, LLEREED CTEPH Tl MREREEZEHETIRRMAEE
DH THREDETEHS ZENATRELRHILFET 5. LALFEHMEARED 30mmHg ZHBZHEEHITIE.
fifies M £ (XEFEFBRELLITEILTEHBEELEL —RICIEFETRTHS, — 4. CTEPH [TXHLTIEF
i (R BNAR MM 42 R ARHERRAT) (CKY QOL DOFERDBENFToND, Ff-. RIATILIEFMBEISHIZXLT
AT—TIVERW-BEREEVMEBRILERMLRAIEIN, FMICEET MM ERRBENHREINT
W5, FNEAOLVLII LT, Ml ERRELZFERT 5&IITH>T-&IED CTEPHIEFI DS FEAFFER
(X 87%EHEAHAONTIND, — A, FlMEEHLAH 1000-1100dyn.s.cm—*ZHBZ BB DFEIITFRTH5,

O BHQHFEICHELEHE

1. BER(TER 24 FEERSBEIREER)
1,810 A

2. RIADE
EN:

3. ERMAE A E
SRHEIT (HRAABAEL)

4. REOEE
PE (s EDEKRHNEFTS)

5. B
HY BITOREERARFESLEOLD)

6. EEENE
NYHA i HEBESY $EE . WHO [ I EHSEE M 482 L IR L =B Ze Bl D B FE 50 48% FALN T, Stage 2 1L
LERRET S,

O faiz#HT
MFRAEICET HREHZE
MRARRE FTEXRFRZFREFHER TREARZE B8 £ E—/

O HREH

185



<BMREZE>
1€ M2 AR MRS M EAE (X, BB LMK YMEBARABMRICRAZEZR L, s mEEZ S 6
ERERAER EL TH R H D BN GEZEERHDLDTHD REDZWIZX, BDHT—TILR
BIZLAHMEmMEDEIEELIC tMDMEMEEE-FTREDBRNZEHALETHD,

(1) wEFMR
@ BLHT—TILRET
1. MBEIARED £ F (LZEEFOMEIARTEYEM 25mmHg UL i S 11 T 3 Wood Unit 240 dyne+see
em S LLE)

2. BIARRAE (ELDEE) BEFR (15mmHg L)
@ k- JI[luu.‘/./a"77lAFﬁE.

BIDHICEBEDLGVREMHMTDHRIE (segmental defects) Y, MARFAREEX (T EEE
HEITERL6HDALULETREH DV ITRELHATES, HRADZEICIL, 6HARICTEDERENVLETH
%,

Q@ MBIAREZRATR

BHEL-IMEIZEDZEILEL T, 1. pouch defects. 2. webs and bands. 3.intimal irregularities. 4. abrupt

narrowing. 5. complete obstruction @ 5 DMDS35A%4KEE 1 DHGEBHSH B,
@ HaERER CTATR

&S CT [CT B EL=Mi2(Z&SHZELEL T, 1. mural defects, 2. webs and bands, 3. intimal

irregularities. 4. abrupt narrowing. 5. complete obstruction @ 5 DMDI3B A4 EL 1 DAEEBAESh B,

(2) BELIREREFR

@ hxTa—
1. K. PIROBETFILEZERAEFTEAVEEOHAEEZOEHE

2. IDRTZERICTHEMEISEHMALE N\ I— RIEBVEEIEHEO R(ZRFINGEHEERZE
40mmHg LI E)
3. TAPSE (= R FimIRMEERRLL) DIET
@ BARMEHRFTR
1. B EEA RMEZF BRI (PaCO, = 35Torr, PaO, = 70Torr)
2. AaDO, MDFK(AaDO, = 30Torr)
® KB X REE
1. PRI BIAREZZ DMK (EE IS NRY | XITAMBIRTITHDOIER  ZKEF 18 mmd L)
2. ILFEEZDILK (CTR=50%)
3. fEr MEZFE D BTG E (A X (T ETHEF)
@ LEX
1. AR RVEEE TP
2.V1 TO R25 mX[E R/S>1, V5 TH S=7 mmXI& R/S=1
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() ETEERKRUERKRFTR

@ FERORIN,

Q@ RMEBIZHONDERRAEIK (RADIFR L. M. K@) M, URTIZHECEL 1R ERDHONT
W3,

@ THEUREFARMATIEZ FE0 € SERRAEK (FRROERKR UER) B LTI DEER1RUER OO
T3,

@ FhErIcCHRMmE M Z RIS S,

® ﬂ@"l‘ﬂ* 2t elEEEZRET 82 Fﬁﬁ@i (IpdDEFDLE, I/VE, Hﬂi@]ﬂlfiﬁﬁﬁ
RFFEREDS>H DHkEL 1 DB EHHENR FoafE Ak & AR :
RFFORDIVEIROLHZDSEADLEEE1 D) D H D,

(4) BRI _ERE

LT OMMESnEEE2Y HHE. gmieEe e iEE Tl3ad ailEVVTIIFEERX-
BHEMIEODERELIDDT, ChioZfRA 5L,

1. BRI T (LB BIAR IR S 0 £ AE

- BRI S A EAR 14 fh = i /£ E

- ERMED v MED R EIZH S i ENR 14 R S i

- PAARETTHEE (< 5 BN AR £ S M £ 4

CHIV BRE(SHSFEIARE M S MEAE

- REHEWIHS M BIAR A S M EAE

. FiESARER 21K 8 L fhE ML E R e

- A IR BT S i EAE

TDEVRBITHS Ff S  EAE

10. FERZRIR B R U RIFEEE R IMIE (<45 s £ fE

1. ZOMOIMEMERE (FILIAAR—2 R U7 N AMBSRIEKIE . )2/ \IRE AR IRIE . KEIAR X
SEIREE, FIME DLEXRMERE . MEARAERE. il E D5 EBGE (XD RIS MmELE)

'QDOO\IO'.’O'I#OOI\D

(5) PRTEELE

LTOIEBZT AN Tl=9Is,

OF sl s
1) ZHOODOBREBEMRODE LA T—TILRERRZHELTIL
2) PHO-HOBREMREOMRR -MFKVFI 7AFEE§ET:T=&Q
3) ZHD=-HOREMROMBAREZ T RGVLIEMWERES CT TRZEmI-9 &,
4) RN T REEBDT RN TERNTESI L,
5) FiiFEHLSUIC BPAPTPAKEITFEFICDOLWTIEFERZRETHL,

QB Hks
Fftifl 7 5 U< BPA(PTPA) FEATHI & ENLUSN DB KA Z L TEHZT S &,
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1) SFfiiifl 4z & TS BPA (PTPA) #a 17451

a) FifiB#®H S I BPAHEIFEITEDRENHSC &

b) ZMDI-ODREFMRDMES - MRS 2 F 55 LEARLL LIXKIERES CT AT R4 L L IS EIARE
FZHROWITIhNETHC L EIELYEFEEZLEITLHIZEEEBEET D).

o) ALAT—TIBREMRELBSELIREREMAOHOLBI I —BREOHEZM-F _ &,
d BAITRNEREBEDIANTZERNTED &,

2) FEF it

DALY T b EQIMENRBEZGEDRBRICEY . MElEFEDOREESHRPERL YIETERD

LLFEZEBLE-TNTE, AEBEIBDELITS,

a) PMD-HOBREMRDMBST - MRSV FIS LR, MERES CT AR L IEIMBIARESS

FEOWINAZEESTHC L EIELYEFEEZLEITLHISEEEBEET D).

b BLAT—TIBREFRRFLESELIANEREMEOPOOBI I —REOHEZ M-I _ &,
c) BAITANERBEDIANTZERNTED &,
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<EBEEESE>
NYHA (DBEREST $EE . WHO i M EHRE D BE L EITERL AR D EEE S FZMALVT, Stage 2 LA EZE
HRET D,

fifi = I E 4 BE 3 48

NYHA 1(MERES $E
I E:@BEDEKTETIEEER
IE BEOSKITHTERER. FETENOOFHIRENS
ME BEUTOSEKIHTERRER. FETBNZFLIHREIND
NVE:EALBREEH D TLEFRF CHLEKFER

WHO 175, IfiL £ fiE 1 BE 5348 (WHO-PH)
I E: BREEICHIROML S M i £E
LBEDSKNES TIEIFRREOES . MECRmaEaELLEL,
IE: BREHBEEOFHROH S MMEMEERE
TEHBICIBERERIGL, TED SR EE THEREHOES . MECRMLEENETS,
I E: SAFEEITELOGIRDH LM T B E
TEFFICERERAGV,, TRUTOBREDHKFE CTHFREH KRS . MEORMLEEMNED
%,
NVE - EALGBRBFBLT R TCERLLGIMELEERSE
INODBEFAELFEDERETRLTLVD,
TEBFICEERRES LU/ FTEFHAH5N5,
EALGBREHTLERERDIBELH S,
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(R R EERY)

7 =t
iR . i AhENARE - HOT &
_Stage t | WHO-PH/ANYHAL and | _mPAP26mmHe | | _ _EF

HOT &
Stage 2 WHO=PH/NYHA I and | mPAP > 25 mmHe
HOT s
WHO=PH/NYHA I and | mPAP—> 25 mmHse N
#‘E@Eﬁ%ﬁ Eﬁ %l‘,
Stage-3 .
WHO=PH/NYHAII and | mPAP—> 30 mmHg Mod
WHO=-PH/NYHA I~V | and | mPAP 2> 25 mmHg b ok
Stage 4 | WHO-PH/NYHAII~IV | and | mPAP2> 30 mmHe Bbd
PVR > 1000
Stage 5 WHO=PH/NYHA [~1V and dynasem (125 b ok
Wood Unit)
I EHEARE fimEEH | ZEHE-ZEAR .
i B Ak = | S
saH (mPAP) (PVR) Pa02 (Torr)
| Stage 1| WHOPH/NYHAL | mPAP > 26mmHe | _ _ _ _ | _ _ _ _ ERDERIFLS
Stage 2 | WHO-PH/NYHA Il | mPAP > 25 mmHg | PaO2 = 70torr | ERDEHEICEST
Stage 3 | WHO-PH/NYHA Il | mPAP > 25 mmHg | Pa02 < 70torr FERAOEEICFRST
B WHO-PH/NYHAII | mPAP > 25 mmHg | _ _ FAHY
WHO-PH/NYHA .
_ i~ v mPAP 2> 25 mmHg | _ _ FHOEEICERST
WHO-PH/NYHA N
Stage 4 —m v mPAP > 30 mmHg | _ FROEEICZRST
PVR >
1,000
WHO-PH/NYHA .
Stage 5 1y B dyns.cm® | FERADEEICZRLT
(12.5 Wood
Unit)

BEEIR. mPAP, PVR, ZRE#EF-ENSR Pa02, M ELEENIEH I RN TEiml-9 xEEL) Stage Z:1E R
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(E#E)

B DT
HIEmENARIE HOT fhfn &4k
HEEF BREAEK =R FURIEL - -
. {mPAR) fH K cREER
(PVR)
A Stesed | WHORHANWHAL | | _ __ | ______.l_H8Fe¥ |
HOT &k
Stage 2 WHO=PH/NYHA I .
gE;;qﬁEﬁ%lf
HOT fhfn &4k
WHO=PH/NYHAHI | and | TRRG<40-mmHg | mPAP <25 mmHg .
§E>$:4§mirl
HOT &k
WHO=PH/NYHA H~IV | and | TRRG<40-mmHg | mPAP<25 mmHs .
StEEEE 3 gE;a%ﬁEﬁ%l,
WHO=PH/NYHAHl | and | TRPG—2 40-mmHg | mPAP—2 25 mmHg LEok:
Stage 4 WHO=PH/NYHA I~V | and | TRPG—> 40-mmHg | mPAP—> 25 mmHs Mg
WHO=PH/NYHA I~V :GESt:d
dynsem>- {2 5WL)
Stage 5
WHO=PH/NYHA HI~IV | and | TRRG—> 60-mmHsg bt
DIO—RBRETDZ | BLATHITEDFY .
. P N fifi 0 B YL SR F 1= (&
Bk | BRERK RFURGEEREEZE | MEIARE (mPAP) . fif HOT 5
(TRPG) &K1 (PVR) I
|| Stege 1 |WHOPH/NVHAL _ | _ o o o L S EROERIHET _
Stage 2 | WHO-PH/NYHA II B _ FERDEREICERST
Stage 3 | WHO-PH/NYHA II~IV | TRPG < 40 mmHg mPAP < 25 mmHg FRAHY
B WHO-PH/NYHA 1I TRPG 2 40 mmHg | mPAP > 25 mmHg FROEEICEZST
Stage 4 | WHO-PH/NYHAIII~IV | TRPG > 40 mmHg | mPAP > 25 mmHg FRAOEEIZZRST
PVR > 1,000 -
Stage 5 | WHO-PH/NYHA I~IV_| — FROEEICEST
dyn.s.cm™® (12.5WU)
B WHO-PH/NYHA II~IV | TRPG > 60 mmHg | _ FROEEIZESY
HEMEIK. TRPG. mPAP. PVR. il E#LEEF-IIHOT A, DIEBE TR TERF-THELEL Stage iR
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B EREMITRBEHARSAL (2013 ) EEEHEODERU L.
F1- (A5 D EERR A IR L LS M SN A E S EERENRONRET .

O fAEHT
T8RO/ - IEEREICE I SREMFEIL
HRARE BEREXFXFREEFHREHEN FEMRE A &

b
S
&
B
b
N
#

O fREH
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<BMEE>
AR VIERBFIZHRES D,

1 D FRHEICLDAFEENEESND
2. RIS H SV TR FBH ARG
3. 1gG BfE(>E%E FRIE 1.1 %)
4. $AFEF R interface hepatitis PHR2EMAZENAOND
5 BIBRERTOARNZENT S
sE)
FERERTI &L, 2~5 M55 3 HEULERDS.
JEEL R
LERERTI 2L, 2~5 OFRED 1~2 HEZRH5.
it
1. BIBERERATOAREYRRITARNZIELLOT, BB -JERBFILLIC, ARFMERTICHERE
TL, ZOHBBATREEHTEMTHIENRAITHS. <L, ARENCHFERDIEITTERESE
(FEEREONEIERERTOSNARERIAT 5.
2. EZHASTAHETESESICKZTNMEESELL, RDULIHCREMEFREDETS.
3. e, BEICHEEICERL TV SIEENH L LITBET 5.
4. SMREGITE, LFELER 2, 3 ZROLNGEENHS. T, BEFHICPIIREEO REMBZFHT,
PIDFRIDIRIE, RERISEMEMEZESCEZIRDOZRERDOIESINFES .
5. PHINREELID, BT EEEFEZTL, BEDSHSICITEFES PEETITHREIIECHMIHE
~NENT D BB, 1 DHEFB-TEHT, EEELIVARFTENREONIEEILREORIEEE
%.
6. FASEXATHRZULDOEEERIERERTAMNAREEET 5.
7. REPAVRYTIREDGHETH->TH, BMHERITHRZULDOBEICHEIBRERTA/AEES
BT 5. BHOREMFATORMI,VRYTREBIERIZH 10%THS.
8. ZEWNEAFIEE (Drug-induced liver injury: DILI) M7 (Z(% DDW-J 2004 RYMERFIEZFZE AT E LV
RZATIVEBEICT S
9. RADIFEEERD, COZHIEHICHKULLVESREEFXLEETS.
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(&%)

OFEZERa7
Simplified Criteria for the Diagnosis of Autoimmune Hepatitis (2008 £E)
IR (ANA) or ITEFmIA(SMA)|40 fELLE |1 R
IR (ANA) or B IA(SMA)|80 fELLLE |2 =
HFE <190V —LiA (LKM) W FEUE |22
SLA Hufk (SLA) (1 2 m
>IEEER|1 A
IgG
>11fE 2R
& 15 18
FF4E 1R o
L Bidl 2 =
DAINAEFRDEE Al e 2=

6 Ll L :5%52 (probable AIH)

7 R LU L F#E2 (definite AIH)

[ JE3|P S S g
H H RE|E
ik +2
ALP:AST Ff=(% <15 +2 1. ALP & ALT fEEDLIE, ZNENEE
ALP:ALT 1.5~30 0 EDLRETRLILLTREING. T74D
>30 -2 %, (ALP {E+ALP IE% LR{#E)+(AST {&
+AST IEE LR{E). ALT (2D THEIH
ISEHHE T 5.
mFESOITYLERLIF|>20 +3
lgG {E-IEE ERIEED|[1.5~2.0 +2
Lt 1.0~15 +1
<1.0 0
ANASMA Ft=[& >1:80 +3 | 2. FyE BB FERAV-HEEREER
LKM-1 $i4k 1:80 +2  |BREICKSZBEZHMAAIME. ANA HEE
1:40 +1 Hep-2 fifaz AULV-RERERHNLEICK
<1:40 0 HRELA. MRITIEDHBTHLESE.
AMA [i51% -4
FEHIMIWAT—h— |BE -3 3. AR BE CEHFRVAILAIT—H—.
pEiE +3 (745 IgM anti-HAV, HBs Ag, IgM

anti—-HBc, Anti-HCV &1 HCV RNA).

NEDFRIAMINAT—H—DEETH-
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IHE B =¥ |E
TLHEZTEZEELBTLIVMILA(CMY,
EBV %&) OBEENEEINDIHZEICIE,
FNFROIAMINAR—h—FRETS.
EWAR A 1k -4 4. FEEHERECICHET2ERELE
(=4 +1 LEEME LT DAIBEMED H 2 E MR A
FE.
FH7ILa—LERE ||[<25¢/H +2
>60g/H -2
FFHB#81% interface hepatitis +3
1)/ ERAOTZ B MR A 0D MR = || +1
O OE Y MR +1
EROVWTIORRLEDE -5
EERE -3 5. EERZEL(E, PBC =3 PSC 7454
R E GEY G A R EBIRERIC KU RE
RENEEHREZESAFEMEEE X
VEERAEOCSEORD ARG S
SV E (TR R EERDILEEH
S>T-FIIREBE D BEZELGBE RIS (LoD
marginal bile duct proliferation with
cholangiolitis) .
fthDIRZE -3 6. ELSRALTRET HSHOMNGREF
FIEEHDEHOLIVRE.
thOBEREREDS s 7. BEFEE—BETOMDOBECSRE
f3# REDEH
ftrnEE 8. fthd B 2 HifA+4° HLA DR3 F7z(d DR4
233 ML, ANA, SMA E KU LKM-1
OLFhEZEDREFIZRS.
tho B 2 AT +2 |9 thDBECHREKEIFTBEAEMNHEILS
n, AH ~OREENHALNESNT-BEHN
{& T, pANCA, anti-LC1, anti-SLA,
antirASGP-R, LSP, anti-LP, anti—sulfatid
BENEFEND (HESR).
HLADRS F7= (& DR4 514 & B R G 14| +1 10. HLA DR3 %> DR4 [$F &L TIERa—5

VAR REARKICEELTWNS. fiD A
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H B =E- G|
FETITAH EDREHEABES M ESHT- DRS,
DR4 LIS} D HLA class I HEA IS DS
B1HEMET 5.
i +2 |1 ARICEVWT SRS (RIRISTRY)
DEMIFLR IR HT, BEMDEEER
I2Ed 5.
B +3
BEABIZKHETE AIH #E 22451 (definite) >15
SAIERI AIH 2222451 (probable) 10~15
BER AIH #5245 (definite) >17
AIH £%5215l (probable) 12~17
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<EEESE>

1) FEF2)ZxRET S,

1) BCREUFRZEIARSA (2013 F) BEEHIEERANT, PEEREFELE
2) HARFHIHDUNIEGRAIICHIEZE LSBT SN DIEBlERET S

BEREMEFRZEART1 (2013 F) EEEHIE

7R ERERARERTR EMRRERR

OFF HERAESH Y (DAST, ALT>200IU.~¢ DIF Y4 X5/

Q@ FAERMNELITHEX @EYILEY >5mg./d2 QHFEENTHEIL
@FmborE BT <60%

EE: RN, 2 300WTANRELNS. 1. BEEREIE: DXIXQ, 2. BERBRERR:D
+QRFIEQ+®, 3. EEHRERR :OF=ILQ

FEE: BEREE:O, Q BEREFRR:Q, BEBREMR:O, ONELNT, BEKRRE
TR :QF=IZONRRELND.

2 E: BRRBERO Q BMRREMR:O, @, Q) EHREMR:O, QOVWThtRS
nig.

B3
1. EELHIEINIGES . BHFTBEMEOWSEEREEENDBNEEET S,
2. EENGE.BIEFAPHEDFEFRAETIL.MELD £5E(27 5,
3. MEEDERFT, TORAVEVEEA 60%UT. HAINIFESENIGELEMMBA~DENEE
ET 5,

Ak, EROFREN FEEROEMEE /NS T EU RIS LARAWVWE THH ), SR ERE G5 2
EMMBERFIZOWVTE, EEEROMG LT 5,
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101 IFEIKMEHIEE &R E

1.

BE

HIEEE T ELT HIFEEERE RIESEIZEE (LL T Eosinophilic Gastro—Intestinal Disorder: EGID &9°3) (4.
FER-FLRICEIT2BYELZFRBB X (CZTIEEHXRIZEITS Food—Protein Induced Enterocolitis
Syndrome EWLVSEMRT N-FPIES &EFESY), £hR-FANICE T HIFEABRMERE R (Eob). SFEAERIE B
(EGE) MM TH D, FHICHERY-ZLRHDOEET, 1990 FERNSRBTEMLTLSEEZLN
TW%, Ff= EGE [FAIBIKFICEEFASL BUE. BRESHEILTOENIEN D, ELDEENE
LATWLS,
HER-ZILRICETEEMEBAFZEER % (N-FPIES) T 10%DEEE. £EMICHMDHIEXRLEH
FEZSIEREIT -0 REDBENDELLD AERBEF DIHZE . ERIFT—EH
MB-FNETEFEIKMEBRER (EoE) TRETEZTOL-OICAELEFNEETINLSLLLITRERE
B TIEREEEZRECLRMMNGABRNDELLD,
MRE-BANIZHETHFEEIRKIEBBE L (EGE) XB-KBICW-2FZLRBHSEZTINDGD ., BKTILE
BN DIENZELHY . ZEUABEMA RN EA TGN, ZLDOBBFLRASENETHRZESSED
WHEMNHD, 60%FEEDFI THHEZRYRL, EHIELTRATOSMNKEMHLGELLGEELTERAREIZES
BOSFESHELREMEAIIELL S, BARTIXFEIKMEBBX (EGE) (&, LRI SEFIMEN S LVA,
SFERIRIE RE 2 (EoE) XD 7ELY, BICEUR TITFEAIRIE BB X (EoBE)WE<.EGE [EA7L, HRMIC
EGE DZWEREEICET HAMRITENTIVS,

2. [RE

RERCOEREICEY . HILETRENEESIENRRETHS, COREFHEEICDOVTOFEMT
BRGNS TULVELD EHIEEICEVLWTIFRIRODZRGRENRONSEARFHTHS.

3. fER

FER-ZARICET2BEMELZXRBRAX (N-FPIES) (X, XITRETHIEL., TH. ME. KEEM
FENELON 10%DEEEFFERAE. BRK. EEQME. FFEF. Dav) (FRFAE)LGEEEH
EEE
HR-MANZE T HIFBEIRMEBE R (EoE) (T, BEDAHITKENAR LN, BYIARAAHIZLLY, DM
ARBIGEZEELD,

WFEAEKME B K (EGE) (I, £HEEICRENRSTRESEAH LA BRI, WL, iEFE. TH. MmE.
RERD . BKRGENROND, T, EEBTE O HLERE. B, BRERRXZECT LA H DS,

4. AEE

FER-ZFRICBT2EVERFREERER (N-FPES) &, RIEDSIERLLE-TVWSIBYMERETEL:
BRIF. CNERETHIETHET HEN B LAL. COREFE#GTIZEEL S AT ARER
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5.

BE . RIEFFRT 5.

PRI BE X (EoE) I2DOWTIE, BEBEDHITHRESZDR/AMRATOAREANRETRYI A, LT
HEBRTHENSLY,

WFEAERE B X (EGE) (X, £FMDRATOSMNENMEASNEIEA S, L. REMIZRIELZ R
SEHIENHLLEO. REICH- > THERAESHZBHVATOSAEDEER. DFYRERK. 4
FRIE. DDA LICHELLIEN S,

Fi&
FARE. BRK. BEX EEOME. REEF. av) (BRIFID)BENH D,

O EHOHEICHELEIE

1.

BEHN
#9 5,000 A(FARIEZ&LD)

- RRDHAE

T GFEEBRDEMELICBEE T 50 (MM DFEEMNTREENTIND)

. HRBVSRERATIE

REEIL (RAREEEGL)

. REOEE

DE(BECEROEEGHENES. BIEREHFH)

HY (FARVDZMELES)

 BEEDTE

PEEULZERRET D,

O fA#EHT

DHILEE T ELT DIFFERIE RIEAEIR B D2 WA RARR . EF . REMRRAICEI S8R

HREREKE BIRFEEMRE LU — RETLULF—HMRBELV. 7LULF—F LEHAERE HH
RENER

O fREH
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<BMEE>
LUTDIRBLEBHSNT-LDERRET D,

. HERIRBVECERESA N-FPIES BEABIEH]

Step3 THERET B,

LB RDFIE

LUTF®D5 DORTYTIZHhnTLS,
Step 1. FERMORAEZFEED
Step 2. IREICKDHMIREBEEDE
Step 3. BRINEBUERBREMHE
Step 4.1 4 A EITREEMDHER

Step 5. FEFEZMTH LU REFLBFIE D= D AR

Step 1. SFERMOAREFSED ; FA R, FLIRAARHICHZLARE . FER. EERREE. B, fB IR,
HEDET. TH. MEOVT O DERNREONIHFEIZES,
F-. AEBNF R, EFEBMEETLHEEFENGEROA T HIERERNRESNGGEED 10% L L
HY. EFENBETHS, MEOHNRLN, 2HIRED RIFEEE L Food—protein induced proctocolitis

ELVSFE THEEh  BREFIEL,

Step 2. REITLAHMHERBEDEF; MABRRE (MH ., MR, BRERE., MERELFERI)—=0T  MiKH
A, FH{K, CRP, #8 IgE. 4 FLHFEM [gE) . ERMIRZ . EEE. FERINRE. BRZW. HBHICE-
TRI7AN—Ra—T | BEBREBZET. UTOREZERT 5,

IRIEERT %
JHILERAH
HIE R %
AR %

B I 14 RS S R B
FERKE
FLAEAMHAE
HERALS

Ay )LBAEESE
i Eh R EL

EX

I P 3 72 i

BV aARTILU TR
YO—95

-t AL PN PN



ANEFBEICUTOHENH LD, B R TIEEERAOHEEZHNHLL O, LUHZ T AEERH
IH(REBEOER) LUERRELZHRRI NELEDOND,

a) EOEWWUNKRHHBRCTREBEZMZLHE

b) {EFGEMIARSIZ T, FEAEKARIERIZESND

c) BHIEMEBRETEHDOIFERIKERNHSH (400x T20 ELLLE)

d) RAEMIFELERIENN, F19+3SD LI EDEETIEZHBEENTL,

e) HFEAFEM IE KX (FPIES DWIFEFEMEEL 32.1%TH5 10)

f) UFTRAM TV TRAMEAREE IZH D, )
ac)DVTFNIDEHEDIEE (FBEIMTRENS “SRVEELMES"ET D, a—c) NIEMFEIFITAELE
B.d DEBLITBEDZEICLTEONEEVER"ET B d, e)DVT UMD EDHIZHEDIHZE “EELVEESI”
LT %.a~e) T RTHREETHOTERNELZEET DI LT TELRL, CODEEHLARHAR CHREZHAA
BEETHD.

R MAFEEBR (X F19+3SD LI E (FEICWVZ (X 30% LI L) DEETIXEMTRVEWNETEINETHS
(i),

Step 3. JBEINDEE; LLENOKREEEL, BERILICEET 5. BIE THNIET HONERNRET
BTENB FHRIILITRIELIIBICIEEEL., B TRIELIB S IIMAKSAEE . 7 /BLFLZER
Y5, RIEMNEBMIALLTWDISEE(E., BEMERNBES 51551H5. MKDEIICENTHLTLILE
—ERETTEFDNDBALTHFET . EERDOHIERIE. RINOTI/BILITNEEETLHD.

Step 4. AEIEMOHER  ABELICT1 vAZEICUERNREONT  AEBMARIFTHAHLEHRT D,
R CREZE DM, FRICEAT, BEER - TEB TEDIIIERLENH D,

Step 5. HEEZMDI=HDEFAER EKERER 2 BRE~5 MNAT. WEBHOLHICIIVIKRTANE
112, RERDERNSEETHAEAGINDBE . REENEFLVGETEFRAFEEALEY. Th
BWIERHD FRICTVVITAN HEM E BREICEY. 1 BTFLLF—OREKREEFALTEG A
A ERDFMIIRIRT D,

Tl REIFR, KE, NELGEITHLTERBERIT CEAH S0 A RICHEATChODRERFT
ANEREGETITIELLY,

2. FEEERIE BB % DB MR

1 ERETES. OMARF)EZHT S,

2. BEHEDERTERRAIZ 20/ HPF LLEDIFEEERMFEL TV,
(ERIBERNOH,AREITIENEELLY)

3. NRERECTRENICAMN. fitEE. REREELRDS,

4. CT A& v - EBERNABRRETCRERDEELZRD S,
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5. RIHM A IZHFEABRKIE S ERDH D,
6. B
7. FObUROTHERFIEN T LA FASRRENEHTHD,

1E2FM=THLDERRET D, LS DMDIRR FEELT S,

3. SFEEERIE BB A DB WiTEH

—

ER (. TR IEME)EET 5,
2. B MG KIBOERTHIERNICIF R A0 REMEZENFEL TS,
(20/HPF L L DIFEEEREE . £RITHSATULTITUV. FMOREERREBERN T HLEET
%)
BKDFELEKPIZZHDIFEERNFEL TS,
HEGEDTUILF—REDREEZET S,
CRMEMApPICHFEEIKIE S 205,
.CTRFvUTE.GEEDREZRD S,
. ARIRRETE. /Ma. KIBICRE. K. UsAZRD5,
A NLATNFAAMREDEYTH S,

0 N O 0o b~ W

1, L2FFBERM-TEDERMRET D ChOLSNDIRR IS EET B,
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<EBEENE>
ON-FPIES HTE R-FLRBYEAZREGRODEEENE
FEFEUEENRET S,

L BE; UTICEFLIEEDERETHIGE
c BT
o [GREAZE
o HAHFMHABELLEST
s EEDLIVY
« BREFE
s EEAMIE

IL HEE; QOL DIETAHY ., REFRBHADERZDT (AIR)A 20 AU EDISE

1L BE; QOL DIETZ#HEDIENMGE
PEOMENFRELTWNSLRE
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N-FPIES fEX ROT7 &

40 mLLEEYE 20-39 mAhEE 19 MU TEE

mE £ A |

EHIKE

O AFRL FBHREL 0
AEAEISDEEA ., BEIYFIRSND 6
KEFRTLELIEEBHIRHY 12
HEEDQRSNTENDY 18

Ooogoag

{KE. SD

O -1SD Lk 0

O -1SD k& 3

O -2SD K& 12
O -3SD Xki& 18

M&nt

O eK%L 0

O 1-2@E.HOWEL 6
O 3-5@E.B0ME 12
O 6E.BLLELDOIEML 16

BEMAIR

O B#&IEHS 0

O BEMAEWNENHD 6

O B&IELDHELY 12

O BMIFEALLGLBERBLGELLELT D 16

T

O O-1EI/E®DKEREET 0

O 2-5E/B 0Kk E. AIZ7EHELIE 6
O 6B LE/HDKERE, 1B E12
O RekZEEIL. RiEZznEELLE: 16

m{E
O m{EZL o
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O 220mhECHIEE, AIC4HLU E1ELLE 6
O BESHAVGEMmE, A48 E4EIELE 12
O EE-KEOME, AIC4BLLE 16
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OECGE, EoE, 1FEAEkME B IG X . IFERERME B E X (2~19 BXIR)

B
MAEZEOEADREEICLY . RTYTTVTIED

e

L BE; UTICEFLIEEDERETHIGE
c BT
o [GREAZE
o HAHFMHABELLEST
s EEDLIVY
« BREFE
s EEAMIE
« ARTOSNREMFERICESEIERA

L. HZfE; QOL DIETAHDIEE
— B TRLEETHOEHIOERRTT BIR—)MN 15 GLLEDEE

1L BE; QOL DIETZ#HEDIENMGE
— B TRLEETHOEHRIDERRTT BIR—)MN 15 ALUTOEE
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EGE, EoE M 2-19 RIZHITHEKR AT AKX (N-FPIES DRAO7 XKL, —MNEXD)

Pediatric EGID Activity Index ver.20120922

JEIR O chronicity (2D T

O  Persistent type (food suspected; )
Intermittent type (Season; food suspected;
SRR, b LITRAT

O  AWERAMEESNDOTRIERIEED Y (
O FIEHOBEEOCHIEIEES D (

S /EF 100 AR ELATO 1 724 B CHIE

40 UL EESE  15-39 SPAREE 14 5L FHRIE

AHIRIE (BEGID 12 L 2 RIEELAHEE S h D 855)
0 FE<, ATIHIRA L

3 FEFIGOTEI, E LV HIRIND

6 CIRIERETUIE LISITEIHIRS v

10 FEOH H7RENLS Y

RE
0 MEHM, b LIIRE
3 (REAH RN

6 RE<-2SD
9 {RE<-3SD
¥R

0 -ISDEHE

3 -2SD=H<-1SD
(MBOHENSRERTUED 7> R L)

6 HE<-2SD

9  HE<-3SD

EEARAE 2T DRI

0 ME&7e L

3 IE&d Y (EH7e L) Alc4 BELE
5 1Ey/HOEE A4 BLLE

7 2-5E/AOIEM Aiz4 HELE
9 6l/ALLEOEH: A1 HLLE

ERE AL & T D AEIR Q)RR E

0 FBIZEMERIAD D

3 RBIABITS W ERHD HIT4 AL

6 WVOLMIARIL K EIFT D

9 EWEAN, EFNEENC LR ARER L

IR AR T B IEIRG) B ANR

0 AEITHD

3 BEMNRNZ ERHS A4 AL

6 BEUIZVOL RN

9 AAITITEA LA, REREBREANLELTD

fg e

0 Mm7eL

3RS GERER T, TREh A SRR L2y

6 WPEERE A TR WY, BIRERICEZ D

9  HE, SRAIOBEHENE LT LRADEICHD

THEOHILE 2K DIER) FHL, —H o
0 0-1HDKEE(EE T

3 2-5EOKREEE Hiz4 ALLE

6

6 [FILL EDKERE, HiZ4 AL
9 WiKZEZ L,

TEMLE 2 E T BIERQ)MAE  — B ok
0 iMmfEze L

3 EOmMAMRECAREE 1HELE

6 WIemfE 1 [EILLE

9 A, KEOMmE

TR T
0 7ATI(Ab), ~EZub(Hb) & HEFERL
3 3.0=Alb<3.5, and/or 9.0=Hb<11.0
6  Alb<3.0 and/or Hb<9.0
9  Alb<2.0 and/or Hb<7.0

Y i R ERE &
0 05 5%AM
3 5%LL E 10% A
6 10%LL k 20% A
9 20%<
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OIFEER I B E X, TR BB R D EEE HLE
EERRMOERRTT7 (KA EGID EEETME)
100 & 0 gLILLEERE 1539 A ERE 14 AUTHE

PEEULEERRET D,
EECHIEEE KT HAERKR0) B REMITEERE S (RKREZHEUZELY)
3 BRHY (EAAEL) 3 5%LILE 10%kKH
5 1E/BOER AlIC4BUL 6 10%LL L 20% K
7 2-5@E/HONEM AIC4HLUE 9 20%<
9 6E/AULOENH A1 HULE
INETITUTOVWTAAODEREZRLH oM
EEHIEEERKRT HAERQ) BETES 0 7Ly
6 WLDOBLERARAAIKKEFHT D 5 H%

9 BMEA. FEERBEICIOMHERERL:
EGID D& HHE (B FL. KB E) EMIRT 51=HICF
LECHILEERRT DERQ BRIk {7212
6 BARIFLDHAL
9 BRIFIFEAELG RERBLGEEDLELTD | ==tAHS

i1-RF
3 BE. BT, BEBEHIRLGL —
6 PEFEE. EBTRMGLEY, REERICECS
9 EE.ERIOEREVLELTIEADNFEICHS | EGID DABRBMNTBRE—FEMICRTOAR, fE&Ei
FIELGEDEMERANBEINLERIZFERALA
TEUHIEBEEHART HEIRN) TH 0 FEARALTLEL

3 23-5EIMDKEE AlIC4BLULE 5 f{EAL

6 6MELIEDKERE Al4+BLLE
9 RKEEIL. RS ELLE

TERHILEERRT HENRQ) mfE

3 LEMMAELSEE AlIZ1ELE
6 BANGIE AIC1EEE

9 ER.XKEDMmE

BREMR (R/IMEZHRUEZELY)
3 3.0=Alb<35

6 2.0=Alb<3.0

9 Alb<20

Mk, JEROBREN LD EEE NS T EMU LY LeWnWETH L0, @FERERE G T D
T ENMERFIZOWNTEL, EBRERONGELE TS,
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