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FEWZETIEHRE. BEEGTHEEDSS EIARAADBRNIREEDNMGEEICLHEEEAL NG,

B+ NRERALRENBETHD,

aEE

P NNE T, N EEEN R IR IS L TH SR HEYNE)T—av DR HHIENTTEEIN
TW3, N\FUR HITHRE MELAD ADL [ZFHFINEYT—a A= a—5 O BENH D, J/NE
DT—2av ORI BT HRLLIESE KT 5,

EMEREELTIE., KFEREMIZFRRRBAILEDRHARILEY (TRH) A5 TRH BRI AL
EREANLEFEBANMEDNS,

FRESEOEKRICHLTHEMICHEDLNLERINH D, BREHEZIIHTHIEBAFILTFY ., RE
REMEDRTIVER. OFEVERIZHT 27 22V FIRELETON D,

RUTIWVASFIZEALTIE RV T ILASVHE, I EFANEEEZ R (ZFTEOE CHEMETSES
— Sy ELTZABREDRREMNHAONTSH, BED. BENMELH DL D FAL,

5. %t

FERERBEICEIYREELGD, TR T IVISVRISEF DEGFEHOEZEEZIT5,

O EHOHEICHELEIE

1.

BEY(FEK 24 FEERZIGELRFER
25447 N

- RRDHAE

THGEGHRENTEIND)

. IRBVTRERTIE

REE (RIARIELL)

. REOEE

DAY 3

HY
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6. BEEENLE
modified Rankin Scale (mRS), BZE-R&. FIROZNZENOFEMATr—ILEZBAWNT, WTFnmh
SULFERFRET S,

O fAEHT
M2 - REBRENRY BEBKRSFE - NEBRFAEOCERERICET HHEI
MRARE EINH - #EERFARtEU 22— BRE KERF
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<EEREE>
Definite. Probable Zxt% &9 5,

(¥EEA]
HE/NMNEMEL. EPRREETEERE T HHBREMRBEORTTHY . BRK. HEDH D VILEETF
HICELZ DSV DADRENEEND, BRMICEIUTOREEET 5.

@ MEEZOLIFRBEEOEBRATITEENFREETETERERET S,

Q@ BRIZEFEL. BRAITBRETHETH S,

@ REIZ& > TITEEHETRT, TDHE. EL2EAEREGHETHDI I LNAZVN. EEBAKHLL
FXEEARLMERHEDEELH D,

@ ZOMOfEREE LT, $HARBREE. NSN—F> VXL GRE. @R, 88) . BEMABER GRE
., RTES. BIMEMNTE) . REABER(LULE, REREET. FHEET). SRKEEEE
FHEGEERIM]. K5, KB, RITBREHEEFXRTUN]) BEEFTRTLONH D,

® EAER MRI O X #RCTIZ T, /MY CRKBEDEREZRO D ENZ VA, FEOBHIZ & > TIEKRBEE
BRECARREDERLGEEZRDLIILELH D,

® UTOEEIZES 2 /iE/DMRERELZERNT S : NOESEES, EE. 7/IL3—ILbhE, E23I2B1-
B12 - EERZ. FEXIME (T = b2 &), RE[EES. SHRMEELE. EEEE/ DKL, REN
MR FBARBGE. vz —J L EEE. JILT UK. 1 GAD i/ i) 1. BIRIRMEEEIET
fE., B0 TSRI VMG, RBSEEEE,. S FaY FY 7R, ZREEEXRE (FHEEICES
SIAONF—, FHOSIEREICHES STONF—, SHEEFIE. RAEREHL. TR, HILV-I
BEIITONF—, ZIO—ILMSITIONF—, BIBES IO a—ONF—%E,

PHEEDSER
Definite : HRE/NNEME - THEXRKEICERT HEREFZENHY . BFLMIHERESE
VNI TSGR,
Probable :
(D ERNMNEECERT HERENIHY . PHEEDTEBEEOQOE LUVOEH-TIHEE -
FrFEERREICERT BEENHY . TEHHOQELUVO®ZHEI-TIHE.
Fl=1&
(2) BEZBERANCER/DNEME - EEMREIZERT DERNHY . D OZDORRADM®D
REEER—EALGEINDEGEER, BEFEHALIATLEMEELED)
Possible :
HR/DNEME - EERREICERT HEENAHY . PHEEOTEREBEOQOEHE-IA. £
I REERREICERT DEENHY . TEBEHODZHEITH. ONBRNTELEEES,
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<EEESE>

modified Rankin Scale (mRS) .

SUEZERRET D,

BE-RBE HROZTNENOFHHER 7—ILEZRANT. WThHN

A A filimodified Rankin Scale (mRS) & f#t £

modified Rankin Scale
F oo IEBER RN
SEE LD > THH LM REEL RV
R & OHOEEIITZ D
L DFRE
FIELLRTOTREIA T TIT 2 5 DI Tldewnas, B 05O
\Y Oz LIIB LIATZ %
R OREE

SO 2 BB LT 508, BT LIITZ D

TR b H L OPRE
HBATRH RN IRV ETH D

HEDREE

A AR ZS 2
BE-EX&E (N)

0
1

2.
3.
4
b

FEIR7T Lo

KICOE 5. BEFENECELRVREDERNH SN, HRETE - BEAFICKERL,

LETNER
B RS L OMBIL D & HITRVREETH D
B FER TS L O3 2 73, FEIELARTA BT > T
AFLTEBICHIRIZ 22V IREETH 2
FIELLFT> HAT > TO AL FOTRENCHIRIT H 273, HAEAL
TEIXEYZ L TWDIRETH D
B WA Sl BB A R L 724 7 SIS B A B
Lo, WEST, RE, FELRLOMR, b ALY
I ELEE LWRETH D
WHFAT, R, FELRAOHER, M L LT3z
MHET DN, Pt R BIInE s LR WRETH D

WIHENP DI B e WL HRIETH D,

BYMEDOIRYL, BERHOBEDIXREZVLELT S,

BE - RBEMA IO ZEET S,

WG EROMNREER (REXRE. POBIRRELGLE) Z20EET D,

SEMICIEROMREERICIKFELTLS,

R (R)

0.
1.
2.

FEIR7T Lo

MEEDETREDRRIIH DM, HEEFE - BEEFBICKELL,
FREED=HIZEEDRYING EDERNH S
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MFRAER A ERDYTIZG S, HAVWEEEA G EDBELEFHETRUINNLEL D,
IZEDHEH D WNIEERAGE[HENREFERAIBE,
EURMH S VTG T BRI EEERRANDE,

MWL K O BEIEE O IRIC B T 5 B9

1.

LB _%wé%mﬁ%\@E%ﬁﬁ_%bf\@M%ﬁimﬁﬁmﬁﬁﬁ&wﬁA T, W

NOBO L OEBNTHELLZRN (L, SBBRoRB e = TRRERS CH-> T,
RATHER b DIZID).

. TRIRBHIARRIC R T D EIEE D SEIC OV TR, EUIREFSREEO T TIREMTOI TV HIREET,

BT 6 7 F A Tl b B IR %E%ﬁ#ﬁ?é LT o,

e JERORREN EROBEIEE S T EL LISEY LRWETH D0, MR R 2 ke 9

L MBI EITOWTIE, ERER OSSR E T 5,
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24 FHRMEILEERX

O HM=

1.

BZE

2 MRE{L £ X2 (subacute sclerosing panencephalitis; SSPE) (XZEERKZ 74 JL R IZL SRR
RNDEFEETANIILARETHD,
BE.BREVAIIABREL T BEOVANAEREDBREERREFELGY . VMILRICEERRED
ROEBRKEARZL > TREL. HEDRBICREL. ERMOETEDRBEZEIBREGRPETH S,
EFTIE.BMEVAMIIRICEILIERHEAMERMARE JC VMIILRIZKDETHSEMBENKE
(progressive multifocal leukoencephalopathy: PML)A %15 TULVS,

2. [fRAE

SSPE DRIEIZEET DB VA ILRIE. VMIILADEREBDUVEDTHAII AO—TZ2RAINSE
1595 M ERICEENEIIHENEEEZEFTHIENHLHNIEINT . CNED VM ILRABIOERLE
BEROERIEELTRIET HEEZONLD ., FERFORBICOVWTIE., HTIEXRESEMNEIY
[TLVEE LD DR N EZ SN TULSHERREICIN TLVRLY,

3. fEK

MR REBRREDBRIBERTRIET . 1RUTORBERETHLIENZ, EEITHRBREED
EREMNBASHO TR, BB DI F U ER R FEMOEBRPBER TRET BN M5 TLNS, SSPE
(F LR TE B BV ZRER PR RIR B &5 B FE 48 (Jabbour D EH) I 1T TLVD,
1A
HREL. BE~OEED. EROET. KEQET. BEQOHMMETLETRIONIND, LEIES
FE.RIAIREEZETSHELH D,

11#A
BAEMGEREOIAIO—XANRBHONDDIFHEH THS . MIIREN . FFHTETETL, HIT7E
ELREEERENBETIT S,

IIHA
MEHRITIEIER LGS, EEEST IEETL. EBALLT T ALY, ETLEMIEL S, BODBEER
LREICHELLGT-TD, BEREMBERELTERLGHT. THRUGHRHA, OFERNO S MHITENER
L1 B, T  SAYO—XRADEEHELLEGS,

IV #
EEAET. MLRZEBHLE TRZERL-BRRERM. M LRLBREIAL-BRNRAZES, =
AO0—XRIELBFEEVOLITEXRT S,

ERBEYETHHN, By ATAHICO=22MEE (5 10%) . BELU L DFBZRTIBMEE (K9 10%)
ARLND, BEDBRICEY . HEETI B ETNELGDFINRONDESIZHEoT=,
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4. BEE
B REMNABERFIHEISNTOVELRS, A /0 TS/IRGRAVYTY/o0)0EAkE 4143
—27zO v aHBNFA02—T7z00 B DEETHAVIERERZRENITHONL TS, RIATIEXY/NEY Y
DEEELEALNTINS,

5 %%
FEREDABETIZEIZEY, EROETNMZONY . HEEZTIHINREONEELSIZHY ., EKIZEE
LECETCOHRBIEITHESSWNWEELLERL=. LAL. BETAHEFENTHY ., —HRMICITFE
TRTHD.

O ZHOHEITLELEHE
1. BEYRCER 24 FEERZHREIREFER
83 A
2. RIRDEE
THEEMRBIAINANRERESN TUOSINERNGHEFIETBETHD)
3. NRMTREAE
RS (RABELL)
4. REOEE
WHEETHETEREDEETLD)
HY
6. BIEENEE
Jabbour DGRBS FEZAVT. I HILL EDLDERRET S,

O EHRIZHT
[DUA R ROERMEYA IR EAEICRET ARAEHEU
MERRE SRAXZEEREMEEHEZRINEZL - HBFEER (HREARS) %2 WHEECC
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<BMREZE>
NFEFHEEL, HEEITHHILDERRET B,

150 E%E

XIEH
1. BB Hk fxiEfE®& (CSF) B HmAEIE
2. FRERIER A RUEETE BSMETE RRETE EBEEX-THE

FESR: FERDFONADAHDE], 1 EAABIEYS H451,

LR % B LSRG
IMEH
3. MR A4 REAtE#E (PSD)
4 BiERRERE A28 [gG-index D LS
5. B4R LRRDFAR
6. DFEDEHDY TERBSIAIRY/ LRE

fEERE AIEH 1+2 (#&) 2z, MER3-6DDEEL 1D
AIEH 1+2 (GE#A) [TpHZ, /NMEBS, 6D EH 1D,

(XIFHER  AIEH 1+2 (H#F)

EELY AIEH 1+2 (GEgaRY)

2IREFMR

(1) MFERSEEO LR (FMEKEEINGI RIS THRHABERIGICES>THEREAALNSI L)

(2) INERRBERDIADOR L (Frfn BRG] RIS T TREFE S RIS TY)

(3) INERER leG-index (=[[HE BER 1eG RE + M 1eG RE] -+ [HNERA T IV IIVRE-METILIZ

VREDDLR

(4) BxiR o EEAMSE R EEATE M E(PSD, periodic synchronous discharge{periodieburst) : BF NS+ EF D

F#THERY IERBEREEFET. LHET, RPDETISONTRAIEHE

(5) X ## CT.MRITKINEED X #REMRINEL A MRI-T2 FES15 (T #AAE) . K52 B D EHE (M HILLE)

TE D



LR B GHE EL T,

(6) IMERMBTREFNR. MIEZERNIAKR, BIEICKEIZEEFMD IAILASSPESDALILARXILEHTIR,
BATUKEKIZEDEEMB I A LA SSPESAILZHR DA

(7) AOSDEEZMB IAILAD SSPEIALILZD 5 Bl

BINATNEAE—LaVEICKDEEMBIAILA SSPEIALILA4 ) LDIKMRIZH TS5
(PCRATI& SSPE THWLWEDINTEHLILLILEZMLEDD T, SSPE DEMICIEHFEYZILIAY, )
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F Yl EA

(1) BHIZE. TADADRRE. FBEHH

(2) RINIREBEEMSAE. FICAROETHESAIVA—XXTADA
(3) KINBEZEME. HIHBAEAOT4—

(4) ZDO O T2 R ISR 2%

AR HHE
RHADETEELIC EFEDEBEFIC—BHICHAONSEHENNDHS,
(1) FAERSRITHE . BAEHHE
(2) EERRFFEAZEMEEITR R VD BMBEICLHTRES
(3) BREHRER (AL, A1)

<EEERE>
U EDEDERRET S,
Jabbour DEGRFEA 58

T8i: MRZELCEED. RRWGE) . THEE. BEEE. L2 NET. ZHETFO., LLERABEMA
FRARERARRIETT 5,

NH: S£H5REREE.RIREERHEIRECEDEERMECEDHEET .. FHEES L --EF
BUERAHIRYT 5. MG TFEZERELTIE, SA/O0—XADEFoN b,

MER: EHEENETL. RAICREFREGYSEIZES, BARRE TR S ROk, RINEEGCEDERE
Rz EDEIITED, R, BIR. MEGE BEMEKELRIND,

IVEI: SAIVO-XREFEAEHEKL. BEFRKE. Moro BRRFITGEDRIERFANHIRT 5. REMIZES)
M|E L35,

LW AR YE S OVEAE B OIS 123681 5 H B

1. WAZWIT WD ERRIER, AR REICE LT, 2R RICRBOBUEN WG EITE, Wi
OO L DOEHNTHZE LI 22\ (7272 L, SOl 2 rm T iRIERE Th - T,
RAEEZR B DIZIR D),

2. 1RIRBAATR IR 2 EAEE S FIC OV T, MR EREELO T CIERBTITHhIL TV D IREET,
BT 6 4 AR Che b EVIRIBAZ ERIEW T2 2 & & 95,

3. B, FEROREN EROBEREE SRS T EL LIZEEY L2WETH D2, W2 ER 2w
%2 EBRERFICONWTIL, EREEBRORIRET 5,
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26 HTLV-1 BEHBE

1. #@E
HTLV-1 DF v TIZHNDIEHETHEDESEEREZ RS — 8,

2. [RE
HTLV-1 BEN—RMIZFERTHAA . BEED T —BICDARIET SR (T H Mo TLVELY,

3. fEK

MZEOEFRIETRODSEYRICESSITES (A TREERESHE) BB, 585K, HEREH. FRE
2 HOVIEBUEOERLEDHERFEEETEE>TVDIEN S, BREESILESES(CLELTEEIC
EEFBHMNELL LUNBYOREARE . BEMBLONZ L, ZOM, £THITIEITEEORTES L
MHEEMEICKDOFEN AVRTUVRE BEBRBEREA LIS,

BEERIGBRETETEMEICEAT M., BEMEISETL, BBARTHITREEICEDHEAEND,
S TOREE CETENRMEMLHY .. EEFTIEIA THROTLMELABRTOHNETICKYEAL
PRTELGYEREY LG LHLHD. — AT EBEEINBEDFERIBICHIYIERDETHLALSNE
LMElEZ LY, LERDTEERFEAOBET - REEETHE ORERTE-THILIFEAEHLNLELY,

4. A&

RIEDFIHLHEEINLBITIX., BELGREICEEZRAETIRERELPRVANINRAEEINVETHD,
—H . REDFHAEMNFEAELZNEEZONSHITIE., EHEAOHREE (X3 AXMEREAS. ML
NEYT—2avhfZahb,

5. F&

BEERRETHETEMEICEBT 20, ETHN RSB THITTREEICGLHlEA5N5, B TDH
EECETENRIMERAHY ., BEEFITIEE FROTLMKE. AEOHNETICKIEMEE TELEY
t75%, — AT BBEENBREDOFERAICTHOEVIEROETNELAEAONEVEELZ L, EERO
TEMECHE T OCREREETLEDBRMEE KT HILIFEALL BANIZERFRIEIBRTFTHS.

112 RIS K D RERBRER BT, IREEBREDBYRLOBEIFETROAFELTEETHD,
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O EHOHEITHELES
1. BEH
3,000 A (FAZRHEZLD)
2. FEROWE
B (HTLV-1 BREN—FMIZRETHAID, BEEBD—EICOHFRIET HF LMo TLVEL, )
3. MRMAEAE
RHESL HEBEDH)
4. REDOEE
LE(ETHETHD)
5. MR
HY (FAERBERL)
6. EREENE
Barthel Index ZFLVT, 85 M LL T . F7=Id Osame D EFNHEREEZ FHEE T Graded LI EEZXRET S,

O fA#EHT
M EmREREICET SREMEI
PMRARE ERXFEFHMHREAR HiR fHE
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<EEREE>
<HTLV-1 BEBHE (HAMD WA A RS2 >

FERB@WMESE)
TRN1~3ELTinlzdHD% HAM LEETT 5,
1. BERERESEASE TROBEMERE
2. JLHTLV-1 A D ILE S S U EER TS
3. thDBEHEEERNTED
(EEMEMEHRE. OB, TaHEHES. THES. SHRMELE. ReREHL. EaME
EMEREME. ER/NMNEME. REVEE)

BHOSELLSEE
| B BRETIEORBEL DSBS My B TRRIEITT BHIAB 5.
BEMEGRET, LEWBORALE B EOER RS,
| EMEBEEELELIEED DREROELHD,
TEEOHTFHE, (URTLIRE D BRBEEEELIELIEES,
B - MU ISR T, EEE B> TLREIELED,
 EEOME @S RSNV ABRICLEEH . LELERBRES EAEL FORSH DB THE,
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<EEESE>
Osame MDEFNHEREFEE FfiEE T Graded UL EZRRET D,

1 W) ¥ B ¥ ] 0) | 5 B (Osame Grade)

Grade

Disability

o

S W N -

-
BYoNOwWm

11
12
13

BT -EITELICREEZZHEL
EHAE—KRHNHELY
HITREOFETE-BROIHITY)

M B AEE

FEERRICFIYLE
REICEEDIWHE

R FICEDHDI=WHERGE - BFLE510mLL L]
MFIZEED2=WEHESmLLLE, 10mELAT]
BFEICEEDI=LV\HESmLLRT]
MFICEED2I=WHEFREE, @OAIXL\EBE)T]
OAIEWBEARRE LW\SYFEBH A

B ATIIBEARE, ERY 7]

BaRY A EE

EDHELWMMEZL
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HEERYET(H : Barthel Index
85 MUTERRET S,

={EISES R
Bi. BBEGEDEET., REMRRAICENKRZD 10
1 BE BANE (FzEAE, BN TEYU>THAKLTESS) 5
==V :l 0
BHEHF | BI.IL—F. VL RALOBELET GESTHILED) 15
) NoRY | BEOBANBFELIEREZET S 10
FA®D | EHZLIFATRETHAMIZIE LB 5
% ENBIELIEF AR 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, RIEKRICNHIZET D 5
ENBIFELIEF TR 0
. BiL 5

5 A&
MBI E LT T HE 0
45mEl LD BT, HER (BEHF. STHREBRO OERAOEEERMHT 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 . PRFOBMYBWINEIZETHELED 5
y|” LEELS 0
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RO HLYE N OVEE FE A3 B OS2 36 1T % B I
T2 W IO 2 BRAEAR | @E%%# BIL T, WEYE RICRBEOBEN RV, W
NORHOLDEZHNTHE LI AR (2720, YRFORE 2~ IRKIERE TH - T,

1.

ATEEZR B DIZIRD)

BT 6 A Tl b BV IR Z AT EIWT 5 2 & & 9%,

C B, ERORED ERROBEIEESEE T —EL LT LRWE TH 505,

5T E MBI ONWTE, EREBR O SRE T D,

. TRIRBIARRIC R T D EIEE D SEIC OV TR, EUIREFSREHRO T TIREMTOI TV HIREET,

rBR 7R IR e ke
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27 HREEEZAIRIEE

O HM=

1.

BE

1930 . KAV DFFEEZHE Theodor Fahr (1877-1945) MR IEFRIAEBIIREZL T, TDRAIHMNERIC
DIFBNTLD, LHL, Z7—IL(Fahr) iBEWSIR A ITHEEBMEEL TEBERGELIANHY ., ChFEFTEHEZL
DBIMMNANSNTERH ., &I, 85 TlE familial idiopathic basal ganglia calcification (FIBGC). primary
familial brain calcification (PFBC)EE#E R LB FAEHNTLVS,

L F=2FE 45 D DBE B abie R AR F 4B
SN SHEREIC B OMaTING S Xn i ZE RS2 AR TIN{E D LB S
=~ . 7J - SV Q)0 4 A [e]

AEEE, AEERZICHONGHEMGERIRILZED ., TELOZMBELEICHLIEBEENGENT-L
DEEFREEEXAIRILSE (Idiopathic basal ganglia calcification (IBGC)) EEET b, oblZ. RIEHI (R
RRERORZEOEENGFET D) LHIBALIEFS, RROEEFEENFIBALLERIEL, Riktt
1 B A R IRALJE (familial Idiopathic basal ganglia calcification (FIBGC)) [ZH 489 %,

L. MEGERDODNI-EFLZDEDERIRERENS, RIEFILHIBATIEFLFET HEEZLN.
SE. REFZEITELLLIRRERFNHBALTIKEDER DN S,

2. [fAE

FIBGC FEHIZE T, YUVBIF SV AR—2—D—DTHS type Il sodium—dependent phosphate
transporter 2 (PiT2)% code 9 DiEBILF SLC20A2 DEEMNHEINT-. BRADEFIZHELTEH, KicH|
THEHBICCOEGTFEEZRD . REMBBPANDKEL milestone &lgotz, SHITH/MREAERERF
(platelet—derived growth factor(PDGF)) DL T 2—® subunit B % code 3 B&BIF PDGFRB DZEEL
&SI, $iLVT. PDGF LBEARDEE ligand D—DTHS PDGF-B % code § Hi&EF PDGFB D
ZEIIOVWTEHRGE SN - R EREEFELTXPR-1 BEEFOEENHESNI-H . K TIEES
HEER SN TLVELY,

3. fEK

BIERDN /=X ARG E MRS BB . DMEEIR . BHER QIERERSE). RAMEERE
EETEGFETEBDOTEHREAH D, EVATIER. TADATRODIIELDLETLN REREBITEER
EBIEHY . BRETHETH S, F-EBRNICEICTRRNSRONDZLEH D, RIEEEEFHMES
P57 T +—= (paroxysmal kinesigenic choreoathetosis (PKC)) ZfEIRET BIEELH 5D, PIZIE, PELIE
IZEB4NGEZ 29 5 DNTC(Diffuse neurofibrillary tangles with calcification=/I\lg - £E1L%E) &
BANCEE T DAERFIE DI DNTC (SEIMR TIXBIEEE. RIEEICSELRNEERES I, R
#9735 idiopathic basal ganglia calcification (IBGC) THRATERFE D MIRIE TZ 2T HEFI A BRSNS, DNTC
TIXEER CT B L OB RIL IR SBERD LD ETHRE SN TLVHA, IBGC THESN TS L%
BRILST=AIKIEDIME . F-REFIDHMEILFZLL,
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4. REE
RAWGEEEEIELR DN DTV EW BEEFERZAD-EZDKREBRFEMN PS MO PiT2,
PDGF ZEHIZBIZEDHARINEIN TS, XHERE TIEH DD, FHEEES OB MAKIC quetiapine 7E&
RBEARENAVLN TV, FREBEMICEN—F OV UREEHITDEFLHY . i/ i—F V>
fREE, PKC Tl carbamazepine HAxhERZEZRHTILVS,

5 %%
FILO—)LEZRT BEFITIX., FBAEROCREREESLOT UV, REEGFHEICE>T. AR
[RAEDETPRFRIEEHLOTDEFRISNS,

O EHOHEIIHELEE
1. BEH
200 N\ (BARIEIZELD)
2. RIFDHE
THGEGFEENTEIATNS)
3. HIRMGEAERAE
RFESL
4. REDEE
HE (RIRETHETHD)
HY ARV KDZHIEE)
6. EEENE
Barthel Index ZFL\T. 85 MU TERRET S,

O 'F#kir#tT
MF MR A RALIE DBEGFEMICE DN -2 EEL BRI MR SA 0 OMELIZE T 5B R
MERRE REERKXZEMLRTE &R RED
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<EHEE>
T 1~3Fm=-TDEEFREEEXKAR RILSE (Idiopathic basal ganglia calcification (IBGC) . &5(Z4% 1=
FHDEFRESEEREEE R AL SE (familial Idiopathic basal ganglia calcification (FIBGC)&EIZH 589 5, 3=~

1. BB CT £ MAIEEZKICBALMNIRIGHE RILERH
hn#niz 14=’)$E£¥E’J7EJI1I:.&M1’>11%>’B0)§B¢<(.—:E’*%‘I d’alﬂ'éw%ﬂd)"—ﬂkd)ﬁﬁkﬁt)
NIRRT E DRIKIEDFREIIE O,
F1 REICEST | KNEER. FISKRERANE IIRLARILEELOT VL THY | FHREDIE
BT, VERIZRDTIT N TRAIEICEEZKICRIRIEZRO TS,
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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,
EXMRETEEERD 10 DEIELHY. ULTFIZET,
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,
BEGITIE. MBEE. VMLRE EBFOFHRBRANRMTHS MARZEITHETHRER
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 EHOHEICHELSIF
1. BEH(ER 24 FEERZRETREER

1,383 A
2. RROWE
FTHGEZRFOER)

3. MRMAEA E
FREESL RHERE DA THRAMEELL)
4. REIOEE
B (MR R X SR AN E)
5. A%
HY RITOBRTEREBERAREXOLMBEELHARICTHED
6. EREENE
HRMICKIEEENFEEZAVTHHFELULENRET S,

ERMRETEAEREOLHELE -BEEFESLVLEITIRSA DOEILICEHT SRRRRERLEF
%‘%ﬁ’rcﬁﬁ%ﬂ%ﬂij
MRRARE # - = %33 MBS g 4N B
fEEGRRE R ERNRER/NERE #REIR BT LILES




<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



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
EIEEMENEZE (C1/UEE2—XRIB4E))
IRVNAGIFHEDDEND . FEXRERAERIEE

97



(2) Bro+EI1E
MEMREFASIREEZSEILOSVMEERBITERE. RBAEE HVREDVILARE, Eit
& OER. REIFIFRE . BEGEICEIERMRET2RENBRNEIN TSI,

2 3EE1E
REFLEDSIHBLTHONDZRBREMEIL. RO LSICEHSIND,
(1) BRAGERLIOMERIOBERIEMIZINZ . B2 OEENEEILLOTL AENBET S,
(2) Bz, BERR 2. BUMAE A& BAERREED RERE
@) Za—FLRFR-BY=AVTDF B A ATV RGED B R KRR
COHER. RETLETIE. TROBRPERNIRLGHEEHLE THONSD,
@ EUK[ERRE (FEX. BIREXEED)
@ FESMMERERAE (Fhid ., BERE . BRIAEARLE)
® K[NEXILIRAE — FIThAEETE
@ BREZAE
® 1EBRME /BT
® BEMTH
@ #ARMOREIDOTE —— FICHRMRESRSE
Za—EVAFR-AU=fh%
© JAIIWREEDOBE - BAEL (ZEITKIE) —_—

(1) EREREFLEBREICEFNIEE (ERREFRONEICET D)
O HBEERETRE
<I XEHEBEERSRETLIE>
1. BEEZEByAUNICEMRREZECHRALEERPELTRIEL. RAKEETHHIE MM
BHEEZTHOETNIEERIFELURNIZETT 5,
2. EARMIZITBRICHKE
3. BERMMTHIAEENKHAEII RIBF - (EZFHL(I00/ulh), BHIRAEKIZIER (T-B+NK-),
4. PHAIEEL RIGASIER D 10%K i
5. |~EAUTITOT)UMmE: HEERK, ABIXBANSDLGEBITRANELET S0 T LLE
BEAEDHEN, F-IeGENEEEL AR PCERICL > TREELD,
6. common ¥ (yc) HEEFDEEIZLS,
Y CEIGFRNTCECTFEE LML, EZMZE1T, Primary Inmunodeficiency Database in Japan
(PIDJ) (http://pidj.rcairikenjp/)D BEHK IA— L THK T HIEMNARESLIC, —EBDFEER TIETHO
—HARAN)—EZTYU/NKRKRE v BEREBRFETLITOTLS,
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WICEAMALDTHIENEEFLIZY. ZEN—ED U /EKIETEEICRES (reversion)IRRMNEES
NTHY, THIANEFET HHLHFEET S0 T, EFERICEHICHEHRKT STEAEELLY,

<T HBHFEERE>

1. BREERK,yALRICBMRRRZECHRALGEFERPEZREL. BAKAERTHLIEME MR
BETHOETNIEERIELRICETT 5,
2. BR.ZXRVWTNITHLRET S,
3. RAHIMTHAR X RIEFET=ILZF R:<300/uLiL .
FhBRkE RIBFE =1L FEF:<200/ul}
4. HEGITIREUHBELZET S,
5. PHASE 1L R G AN IE & D 10%K 55
6. BRI LEZTDOEHMR
1. B~ AT 0T M HAER Y ARBIEBEI S DIGREBITMANFET 5-OBTLLE
ELEHIEL, - GIEDEEEXABPLERICK>TRECELS,
8. SFRBBITIBERRMAN. BMENMBERE. BRI 2LOBNIAERHTHD,
9. adenylate kinase 2 (AK2EIZFNEHEIZLD,
AK2BIZFHRT CRGTFREEEHERL. EZMZEITI,
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D B E K T +— L THH
THIENATHE

< 77/ UFF7IF—+ (ADA) RigdE>
1 EEEERH,ALNICENRBREZECH AU EERLELREL. RANARTHLHEMHHEARE
BETOETNITERIFELIRICETET S,
2. BRIZBVWITNICLRIET S,
3. BEERMM 2/ ERD 2 TRIEFE < IFER(<500/ulL) L(T-B-NK-), THERR (LR 18 F =15 ZE H:<300/uL}
4. PHASIE AL IR G AN IE & D 10%K 5

5. |~EA T/ 0TI UM AR, ABIEBANSDIGRBITIMANFET 50T LLIE
EEGBIE, F-RGEDEREERASBHPERICE>TREELD,

6. FE R, TR HEBOSHLELAADND,
7. RAHM B AZER, FRIBR, $RH4EF ML E DADAEEAET
8. ADAEIZFDEEIZLSD,

ADABIZ PRI CTECTFREZHERL. EZMZEIT,

Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH IR T+ — L TH
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FBHIENTRE, 512, dLBEXRZE/NRRE TIERMEME IR, IR MBRAOHRHE SFHIAE DADAGETERIE A
ATRE, RMICENLDTHENEEFLIZY., ZEN—HDUU /RSB TIEEICRES (reversion)IRRHER
WINTEY . UUNENEETIHLEETIOT. EFERICERICHK T HENEELLY,

<V Z—*> (Omenn) fEIZE >
BEARYyALURNICBMNRBERZECHRALGEERPBEEZREL. RAWEGER THLHEMGFHAHIE
EIIOEINIEERIEURNICETT S,
1. ¥R ER PRAE IR
ARFUVKEYDBBHREERE. Vo \EEX, FFEE, 5REMHGE
2. FHHEHIRERR
RHEMTHEIFFTECI00/uLh)L | SFEEERIENN . BIEMAEL £,
3. RAGT, RAG2ZEL EREARETEEDEEELFNERIZLS,
RAG1, RAG2ZE DB FHEM CERIGFERZHIEL. ESWZITO.
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjp/)D B E B T +— L THHK
FTHIENAHE

<V FYRYLFIRRRR) S—E RIEHE >
1. BR. ZBVTNICELFET S,
2. MEREEEDE T mg/mLh
3. BERMMTARIETIEITEDL., BEKILEEBEINBLT 5580H5.
4. RAHMERZER, FRODER, R4 SF ML DPNPEMHAET
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. BRIZROVTNISHLRIES S
BE R 2/ BRIXIEE A, COSMS MM RBCDS o HIn FREM CTEIEFREZHIL. X

2.
PWEITI,
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D B E IR T+ —L THH
S BT EnTTRE

<VI ZAP-70RiEfE >
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1. BR.ZBROWITNIZLHRIET 5,

2. BERMM) 2/ Bk, THIRR (X EE =AY, COSIE MR (T RIBFE - IFTEF(O0~5%
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

<Vl MHCY3XIRISIE >
1. BRI ZEVWTNIZZRET DD, BIEEKDIEELH D,
2. CD85 M MRaAv R4
3. UV NEKHIBEREMHC class IDFIEMNRIBEIXET
4. NKHEREMEEAMET
5. BB D EEEEFIETAP1, TAP2, TAPBP
TAP1, TAP2, TAPBPEIZ FRMT TR FERZTHRAL. MEZWZITI,

Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH IR T+ — L THH
T BHENTRE

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

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

5. BEEN D FH LB FIXRFXANK, CIITA, RFX5, RFXAP
RFXANK, CIITA, RFX5, RFXAPEIZ FHAT CEIZFEEZHIEL. BEZHEITO.

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

< IMSXFETIZEIFH2LODEFELID ., EEREFEE>

HEEREARLE CD)IXTHIER. BHIIERAAEDRELLEZF o -EEDRIITHD, 2011FED
IVISH S E D ERFETHI0LL LD CIDEEBIZFNBHALMZILE-TEY . SRILSSITEZ 3T ENFTEEIND,
20134E(ZIRIBE N T-CIDEZ Micriteria(JACI. Nov27)IZ&kAEEFEFICID(SCID) (LR AHMTHIRAA K18
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F1FERLK300/uL)PHAS L RIS AN IEE D10%KEDED T &Y LERIELCID (leaky SCID)IEF
HHIMTHIRE A2~ 4%<800 ult. 4% ~<600 uLt PHAHE L RIGHIEFEDINRFED LD EFESN TS,
ZLDCIDIE. YU NP ENEZND) NS BED R DERLGEICI>THAEERAIIATEETH

%,

ZLDCIDIE. YU NP ENEND) U NERDED R DERLGEICI>THAEERAIIATEETH
%, LHL. RERGHEEZHOEOICILEGFEMNBETHS. CDDEEERFHFTICOLTIE
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH IR T+ — L THH
I HEMTARE

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

B. EELREMR
1 NR /MR ZE S /MBI E S,
2. T HiRaHDE & CO3 HAFIHISH T A RIGIETAALND,
3.BHiRATIIAES OTY K IgMIET . IgA L8 . IsE L F%RH 5, ZEEHK. RiE
mEkEERMLEEDHFERAFELEILETT 5,
4. NKEHFFEBTETI 5,
5. AL IERE ESNEM IFPERE KU BEBRDWEERIFIET T HHIH LU,
FEEZENICIE., 7O—H AR AN =KL D WASP EEHRIRETE WASP HHWLIE WIP B FEEZRE
95, WASP B FEET X EHME WP BEGTFERIERBARSHEREAEZLS,

<I EMMENRREESKREE>

ZWAE:

A. TEERKRER
1. HITRIIR EHICBAL MRS HITRER (REFRER) B FER
RAICHERICET CEMNOESFRFETORICITETHIIRIENEZELH D)
2. IMNNMEREEEREE -
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3. REEEND K17, BRIR
4. BRRT T—E (2FITIXAELY)
5. {KEXSR14EEAIR
6. BRIKHERZ - B2 FE D EHM B LR
6% & TIZ 50%. 8T 90%MHE LMD,
7. REFRLER (REMEREREE)
{BL 0% TIXREFLERETFEDLL,
8. BHESASICT MlatESOREHENBL.
9. ZMDith:
RETR. NN EEMHEERE 1 RV IEHKFHRERR). KE.BEE. MEDREMHEL

B. EEUREMR
1La7zh AT/ D LR HLIE95%T)
2. CEA DEMERHH_ENH D)
3. 1sG(IgG2). IgA. IsE DIET
4. T HIRHDIET . CD4 5% T #lifizf CD4+CDASRAHIERED LR DIET
5. BEtMATIRE BRI
D NBRERMESF DR BRT R EN
HEZHICIX ATM EERBETEATM B FEEZRET 5. EREAKSEEGRRZED,
FAZE B LL T, Ataxia—telagiectasia like disease (ATLD)D &Y . MRE11 BIzFEEZHS. BELBALHE
ERXELD,

<II Nijmegen breakage) fE{Z & >

ZEAE:

A. TERKAER

1. /NEEfE

2. FEMGE B RREETR

3. E&R

4 REFLIZLDZBEMN
5. MAHRRERZEDITHE

VONREBHRES. ERESEOEHATETHD,

B. EELREMR
1. TR OET
2. BB DIET. .G YT IUSREGA REDET. MDD LR
3. atRE =
DUNBRERMESF AN R BRTREM
HEEZMIZIEX. NBSI(Nibrin) B FERZRTET 4. FRBHRSMERR KT LS,
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<INV JJL—L(Bloom) fE{&Ef >

ZWAE:

A. TERKAER

1. IMNRATG AR

2. FEMGE B RREETR

3. B @B

4. EMAFL

5. MGHRRERZEDITHE
EMERES(BLRKE. VoNE) DEHNEETHD.

6. HERBEDEH

7. &5

B. EELREMR
1. LROERIEBHoNTIHEE, kR EAEDIERD X H(sister chromatid exchange) DIREZEEHTT 5.
Bloom JE{ZEE Tl&. sister chromatid exchange DFEEN EHEMNEHLHNS,
2. T MRS IER
3. BHMIRAKKIFER, RFEITOTIMEDKET,
HEEZEIZIL. DNAANYA—HEZI—FFHBLM BRFEREZRATET 5. ERBARSHEREAELS,

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

EffRRE. R EN.BEE
2. HREEM
3. RERRAT =

B. EELIKREMER
1. THRRBIEELHIVTES,
2. BHIRHBITELHIVTES,
3. BAUIOIYUVMEEFET S,
HEEZETEL T, DNA AFJLIEIZEELL DNA AFILESV R T5—+-3b #3—K9 % DNMT3B EIZFE
BEZRET 5. ERBARLSHEGHERELS,

<VI PMS2 E&#E >

ZETAE:
A. EERRKRAEK
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1. ZRERMEICLDRE MR

2. hoxALH

3. BHESOEEESH
EIMRES . KIBE. WES. Z0fh

B. EELIREMER

1. T HRaKIEES

2. B HiRa% D E

3IeGELEIADET.eMDOLER
REITOTIVIISAR(IFREIZED,
HEEZHICIL. DNASRTYFIERICEELRPMS2 BEEFEEERET 5. B BARESHEEGRKELS,
EREEMSLLTIOFEEENDHY . DNA SR YFEEERFE (MLH1, MSH2, MSH6., PMS2) D4
TEHIERIIDERICKSEGERETH D,

<VI RIDDLE fEfEIZEE >
ZWAE:
A. TEERKRER

1. atRERZRMT

2. REFLICLLPREMN
3. FFARIEETR

4. FEEE

B. EELREMR
DNA ZEHHIBEICR T AEEMELL T ATM OHIEEFOBREAERABETHLHH . oD DNA
BEMEIANDERER)7IL—REBELTNS,
HEZMELT.RING B E3 AEXFUUH—HE%0—K3 % RNFI68 BIZFEEZRTET 5.
EREALHERERELD,

<WI < L4 (Schimke) fE{REE >

WAL

A. EEERRAEIR

BIRREVRICEISESR. FEREETE
AR

FEp T

BIEE

MR ES2(CLD 5L

EMARE

e g~ o~
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B. ERGREMR
1. T MR B DR D
2. BB LVRETATIEIFER
3. EERWELT, RBKYET ULV ICEEY SMARCALI BIZTFERERET 5. EREBHK
SiEERAELS.

<XI RH—Fk> (Netherton) EIZEE>
WAL
A. TERKAER

1. EXRMEABE

FLREAKYRET .

2. EEREE

BEEZEFELTEL AV RELERETH D,
3. 7hE—RE

EMP. MEMZFE. 7TRE—HREX. MR
4. EFETR

5. R

6. —HR CTHMEEER

B. EELIREMR

1. T HRaKIEES

2. B R TiR A, MiF IE DER

3. NK e fEEIE T

4. EEZWELT, LERMBIZRE T 5)0TAT7—E( EESA—%0—FF 5 LEKT1 EEFEE%:
FET 5. BEBEARLSHERREAELS,

<X MIRIERZ AL (DiGeorge SE{EEE. 22q11.2 REGE(EREE) >
ZWAE:
A. TERKAER
1. BIFRRRIER R R BIEHIL D LIMEEIZ & BHEIR
2. WERERRKIC &5 5 1%
3. IR A
J7O—EE . FA#BIARE D& . KBRS B, AXBRS . AEHE THIREREEZFDLHFBGE
4. FFEMEER
AEREELEN. /NEN. BREGBEEIRARMAE., BEOAPR NGO NFEELGE
5. MR EER. SEREER

B. EEGREMR
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1. ABHILS D LINE. BIFIRBRIEREET

2. T HRAKILBL B IUHEEET

3. BHRISKILIER . RESI NT Y MEIXEEMNHD

4. BBRBREOLDHT—TIVIZEDLIERORE

5 EEZWELT. MHEBARKEBRBLLTERAK 229112 DM R K% fluorescence in situ
hybridization (FISH) 4> array comparative genomic hybridization (aCGH) [IZTRIEY %, - TBX1 E{zF
DNTARENFRMUFROHRICKELEENEET HLcnd, BEEBARBEEGHE XD de novo &
R ELD,

<Xl = IgE fEIREE>
WAL
A FERRAEK:
1. BERIFVBREZRLETHMBNTEMBICLDRERES Stk
2. FERBIMOSRET H7E—MEEE 2
3. % IsE DE1E
3 EHET D,
1RE2BNHY 1 HOZLDEFITHADER. BHORAZE. mIEH. BHEKE. BEHOBHE. 7
WOREBIELE OF - EER- WA DEELTEHT 5. 2 2L SSICHIRRNFTEME V(LR (B
ANIRZIDA IR ACEEEEE) (T 55 BEM. FRHEREHENRLND,

B. EELIREMR

1. T HERBUTIERETZAN. Th17 MR LR LT 5,

2. BRI EELA . FEMRAEEIXETI 5,

3. % IsE DE1E

4. ERREICTIEMIFIRS ARG EMER

5. BEEDET
6. EESZMELT, 18E Ik EEETHTVILD STAT3 BIEFEEZRET S, TICHFEHETHYRH
[CEZBREBUHEGHERZLLIENH D, 2 BE IoE FEEEHIE TYKR2 EEFEEZRET S, £ITE
LEALSHEGHAZET S,

<XI HFHLEARFASHEZHOREBEFEE >
WAL

A. TERKAER

1. AL ##AREASE

2. FTRERE

3. RIE9 DRI

4. /R
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B. EELREMR

1. ief8 THIFRDIET

2. ;oiE B HERDIET

3. BfRREICTHHDEIRFAEOMR

4. BEEDWELT, MRAKICRIZT 5 SPI0EGTFERZRET 5. ERBREHELRHERE LS,

<EXRMALFEHE>

WAL
TAAT7ROMFHEDEETEZEREL, EICKE. M, AREMEICEBNLEREZE T 5EGFEHTE
EIRFETHD, THRANGEREBICFLEDMICRELE L THS Hoyeraal-Hreidarsson FEIZEE . Revesz fEIE
HEofh. F2UTHIBEFBRH AN ORKEMGHEELRENFET S,

A. FEERKRAERK
BELERTOEXREALELSLEL. BRA 2LV 1 DULOKRERKRE2DULED/MERER-THE
WY 5.

1. BRAEIE

—RFEU Lo ML EBRIERBERDS
2. KEER(KE . #EIEFTR)

DRBERILE

)M D £z

3) O 4L % B BESE
SINMEIR(Z DD FRFRTR)

DEZDEKL. B2

DWFDEE

R)iliibE

HEE R, FEEL

5)FFFEE

6)REEE

NEMEES

8)/INEESE

9)/IMixi 5 3

10) B HHERSE

B. EELREMR

1. T ¥R i

2. B fERa g iR

3. NK iz $DiE D> EHEEIR T
4. RLMEKRE D
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5. BEZWELT, 2EBARTOATROFEICEELEGFHOEEFRIET 5. X EHMEEEEKXELS
DKC1(dyskerin)., & L EAMERREESD TERC, TERT, NHP2, NOP10, TINF2 B FHENDEEZRIET 5.

Q® HHREFELEZELTIERE

<1 XEHE|EHOH/OT2MIE>

il

BIRIZHE

HRa~8h AEMNSREEAEITHMY TS
miERES 0T AEZER (IgG <200mg/dLt, IgA HEXU gM [TRERELLT)
KA B #ARIE (<2%)

Rk U N\EILR B EE

RS R RE (X IER

RIEE (B, BARTBELEEL)

BTK B FEEF-(XBTK EEARIE

© N o g bk~ =

- TRICBLWTHREL. BRBLESVICREMENSRBILA-WE L RALSHELN S OTUNTE
TET%5. ZTOREAEGFELTuEHE. ga. lgf . 15, BLNK i’H 5,

<I DEFERBEFEE>

il

1. ;& 1gG DERLGIETZERL. [eA BELU IgM DIETZEHS
2. PIHEREICHTARIEDETEIIRIE

3. ZDMDBRERLIEILEN &

- TACIL, ICOS., BAFF-R, CD19, CD81, CD20, CD21 ZEfFIANHEIN TS

<O % IgM fEEEE >

PWAE

1. Mi& IgG. IgA. IgE DRIBEES
2. MF M FEEF-IESE

* CD40 JAUF(CD154) EREICED X EHE M ERFNFRLELD . BERBRSMR oM ERFELT
CD40, AICDA F71=[Z AID, UNG ZEIZL5EDEHD,

<INV I1gG YT HUSARIESE >

PWAE

1. REEMDOEERLEEZETD

2. DEDFERIFFNULD 6G HTHSARIE
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3. F—AILD IgG IFEENEEICIEWVEETHD

<V ER IgA RIEE >

PWAE

1. M;F lgA DAHMET (MiF eG BLU IgM [XIEHE)

2. AU E (4 BMUT TIXIE 1A DN EEFEL T HETRESEISIDETHD)
. EA=InI U MEEFET HthDEREMRIASN TS

<VI HERAKREETEE>

i

1. BREEIDIFUICHTIRIGHET

2. 1gG. IgG YT VSR IgA, IgM, IgE [(XIEHE

3. ZDMDIRFMFIFZRERFE M RBETIEIBRNEN TS

<VI 3R—BHEH < 0T miE>

B 1

1. 3% 1gG BN FEEHIEDIEFEED-2SD KiFETH S
2. T mFERES QT OIEIKREHAL

3. &6 MALIE

4. ZTOMDEFEEREFEELSBRNSNATNSD

< ZDEIDREREFEZELTHRES>

- B/VE-T MVE-S ERMEACTREICLHEA LT/ DTV MEEFIBHERELHS.

- WEDFERTAULD GG E IV A YT ISRADREEZHS . REV ATV EHOERFIIRELH
Do

@ RERSES
<1 FIT47 Y% H (Chédiak-Higashi) fEIEEE >
(E2ErAiE]
A. FEIR
1. RE. E2. BICB 589 MBFIiE

2. — i3 EIEF I T 5PN
3. NREPEE. =8, NNKH., REHBEETEOHBRROEE (ELHADHICIXE LT, E1T1H)
4. HMm{Em
5. MEREBIERERED A
B. RERR

1. BIEBAROBEXREAN (STORLAFIFT—EPLH I+ R T72—EH 5 )
2. NK HIRZEHEDIET

3. HRISEM T M DHKEEES

4. LYSTEGFEE
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JRENE LYSTEEGFEENZOONNIL, EEZEHINS,
BB FEZFEIERERESESET, BMKRADERBEREZZEOHDIGE . REDRTREENF LY,
-$E#Z K B2 Gricelli fE{Z#% . Hermansky—Pudlak SEIEE A ENSN TS,

<O XiESH >/ \IEFEREIREE >
(ZErAiE]
A. fEIK
1. EB DAL RIZK BB m 4 B AL
2. MEKERAEIREE
3. IEAH>~S 07 ImsE
4. SAP RISETI., EY /B BATRHEM, MEX
5. XIAP RABFETIE. f2fE. HmtERs &

B. REMR
1. YD INEKIZHE TS SAP £LLLIE XIAP EERBEDIET
2. SH2D1A £, L<I& XIAP/BIRC4 Bz FDZLEE
3. A2 /\YTF72hNKT HIFEDIET

XLP [Z[X. #1471 @ SAP RIBFELZAT 2 D XIAP RBEAH SN TS,
-RAIELTBIRIZRIET S,

* SHZD1A £, L<I& XIAP/BIRC4 B FITRHMLBEEMNZEOONNIL, FEEZESND,
-BIRTEIED EB I IILABRLEEERE., HLIIMKREBEERBERYIRITISEICE, RIEEEES,

<II BHoREM/ \EIEEIREE (ALPS)>
(2B E ]
A ZEIER
1.6 7 AZEBATIRHEICRIBT HIEEEME. EREED) U/ \EERFISEE. LLIATZTOEA
2. CD3* TCR--"CD4 CD8 T #ifg (A T ILAHT«47 T Hik2) DM GRAEMM) >/ BREMNEE T[T ML
TWHIHEET. &V /N\ERB D 1.5%LL £ £ LLIE CD3' T #IED 2.5%LL E)

B. {+wIEH
1. —RIEH

1D UONBROTRM—ZADOEE (2 BAOMILIRRLSBE)
2) FAS. FASLG. CASP10 DW\F A DELFICHITHEMEL LIEEERERIITOER
2. ZRIEH
1) M sFASL(> 200 pg/mL) . M%F IL-10(> 20 pg/mL) . M;FFE-IFMEEESI B12(> 1500 ng/L) .
Mm% IL-18 (> 500 pg/mL) DLNFHhDIEM
2) ARG RERBFNR (BREELCMAREFEIZLD)
3) BEREMmMEKE /D GRIMER M., m/MrERDE(TFHERELD) M DEI/A— 1t 1gG DIENM
4) BEREDEEICEOLLT IEESME/IEREED) 2/ \BRIGFEAE D R ik E

-HBIEH2DEMHRIEED—RIEEH 1% (X, BEZEH NS,

-HBEER2DEMTHREBED ZRIBEB12&HE-EIE. REDFREENELY,

AR BICHAR—RBRIESE. RASELE R CR&E M) o/ \BEFEfE & B4R & & (RALD) . FADDRIESE HVEID
ntTsd,
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<IHMSMIZBIFR2E0ODEFELID ., RERLEHEES >
(ZErAiE]

ZDEIDAREFRGHEZTELC. REEMRERIERE (FHL) . Ao DA BRELNREELREEE#HESIBD
REMZIRMERND A £AE (APECED) | IPEX fE{ZEE. CD25 RIEJE. ITCH RIBFELE M ONTLVD,

KR Mk E B EREE (FHL) Tl ERO—BRENSMDOEREICLIMREBEERE FHL 285133
CEITREETH D, FHL OFFEIZIL. FHL ([REERFAEA) . FHL2 (/S—T 1) U RIEHE) . FHL3 (Munc13-4
RABFE) . FHL4 (Syntaxin11 RIBJE) . FHL5 (Munc18-2 XR18%E) AAEIHN TS, FHL2~FHL5 TlX. #FhEh
DEEBGFOEENEDONNIL, EEZESIND, FETNTNOEBRBEBICEDIRI)—=2T M
AIEETH D, NK MR EME OCHRGEME T MR OEEEE—RICIET T 5,

APECED [R5 MEIREE. IPEX fEIEEE LB HILRIEIRBEDIEZ SR,

G FEEMBMEKETSESSUREBE
<1 BEEXRMEFPBREE>
1. £BRBHANSORETHEEMERLEIE
2. BT A CGRAA LT o Bk HE T #0AHY 200/ mLISK 7)
3. BHGTERBANIRRMMOERR~EMKEANEHHKERDS
4. BRHDE{EFEL T, ELANE HAX1, GFI1, CSF3R. WAS. G6PC3HO'ZEIFfbhd
SBFPRISRI—EEI—F T AELANEEEF D EEHNHI60%
- Z D= HAXTEIZFAOGFIEEF. G-CSFRBHRTHD
CSFIRERFDZEE. Wiskott-Aldrich Syndrome protein (WAS)
OEFEEERER, ARMEOHEE. #BIRIGR. W REEHFEELHICOPCIEEFEENHD

<I RB#AMEFPERiFE>

1. #4921 BA#HTOFhERFED

2. FEHIC—HBLERR. ORNK, 2588

3. 3~5HTHAEET S,

4. IFHRERIEA CRAB AT R BRAE T BIAY500/ 1 LIKi)

5 [XIF2HITIHHIRTSRI—EEEF (ELANE) EENROHEND,

© KM TOMBRREIZFEITLUBHERDLEL ERER~BRE) AAHoN DA, BRICE > TES-HEHIE
NoDZETITHLLY,

<IRUIIHBITFELDODIEND . EEDIEBZE =L B IF BRI AME >

FOMICIEHMERBE-EAIFREFHDELL THRALGEREGEFNHELNIGLTHRY., SELEz 524
AFREEINhD, £RAGZDDELT, Hermansky-PudlakfE{REE 25 (AP3B1) . GriscelifE{ZEE 28! (RAB27A) .
p14RI84E (P14/MAPBPIP) . WHIMSE {%£¥ (CXCR4) o#E/R R E! (GEPT1) I E M E TS, EEEEFER
MAIZTRT,
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<V BMmBREESEE>
LADAAT:024 T )0 D RIBIZKDIEBREE

1.

LADZA TUEELIFUIHURDI7AV UL RIKIEMRIBIZKBIEFEE THY .. LADRA TIDEIKRIZHD

o a & O DN

ERBEHISDOMERIE

SEALRRME DR SRR FEHHUEEE., wR %, B
AIKEESE

FhIERE. WEERE. AREEDET
JO—HArAN)—IZ&BCD18, CDITDRIBIZTE SIS,
EEEEFIXINTGB2TH S,

5]

ATHAREEERNROLN S, LADZA TILADZA TIOFERIMZ THIVERHHY . b24>T5 )
EHEERT AKindin-3DREBIZKVET 2, EEBEEFIXETNENFUCTI (2471 EKINDLIN3 (24 F1II)
THHM, SEEIZEHTIELY,

<V 2a7vn\IZAF7E2K (Shwachman-Diamond) fEI&EE >

1.
2.
3.

BEReEKSMHER
YR BRI AMEIC & D 5 R, Bl /MR
R MEE

BEREERERLEE)ZHESIENSZ
EHEMBERE. A EREAMBEERIET HEH SN
90% CSBDSIEIEZFICEEMNZEOHLND

LERERIRIEIR D+ ESBDSIEIEFREMTICKUIETEZRRICULN =5,

<VI g EE>

SEMBRRELEIFPRAEEIFO—ILDOSARE T, FTERDIB—DFHET .
1. HRMRMBREE (H45—EBUE. EEF) OBREE

2. RIE.VUNE . ffisE, HIEE. RBREEDUVFAMERASFERK

2.3. B REEE TANBTIETTAEE - (FDHR-123;E(CTEHLNIIGE

EREERREREUVEERERDLEUT OBIGFRETICEYRETEZEIZU) =5,

gp91phox. p22phox. p47phox. p67phox p40phoxMDEBE LY EFHEFRELRENETITEIEELH D,

<VI XORILAFIF—ERIEE>
1. BEEALSHER
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2. WFHEROMBERNZEERET
8. HUUHERE (5% KiF)
4. WFHIROMPOREIZLDHMPORIE. FA
5. BAZKRIN., BEKOEFHZL
ERRERRRIER DL EMPOBEIZFREMICEYHETEZIIZUN =5,

VI AUTIVERBERANIT)T 5 BEHE >

1. BCG. JF#EMMMMEICNT R REN

2. YILERFEOHRAFTEREREEICIIERL

3. BRMUEBHR

4. HOBEEEICHLTIERBREMEERIME

LRERRIEIK DL ELLT DB FRTICKYEEZIIICUNM=5,

IL12B. IL12RB1, IFNGR1, IFNGR2, STAT1, IKBKG, CYBB, TYK2, IRF8, ISG15

<NVMSVWIIZIBIFHEDODIFAD ., B MKIERERE >
BMKEREREZ RS LS DKRE

® BARREEE
L REFLEFHEIETUHENEERBEEE
. IRAK4RIESE
. MyD88RIBfE
V. BEREELAOTIE
V. IHABNIZBIF2300EFEID. BRARERE
PWAE
BARAARESVTEELGRIZR-I D FOARNEREHLVIIHERELHY. TNICLIBARE
BREOEEICI>THARLEMEZETIRETHY. ZLDEE. TONFOREHIVISHEEREICEEMN
[CEETHEETFEENRDHOND,
P, REBOFHMWLERRKZICNZA T UTOWT AL HIGEEERANET S,
1. ZET 5N FORIENEHATESESE.
2. BETHELFEEN. ZEBTEDFORIBOBERERITRUMCCENEENIZGIATESES.
3. BUTHINFOEREEGRFOEENLZL., HAWIREAMNEESN TOENA, ZUTEEEDREE
DRANLBEBLLDIBEZRE ., REFHNHIVEHFEMFNFEZAVTIIATESSA,
4. HREEMN, BB TIHIEEUNTIEEZMICHRATEGES,
COREBIF.UTORSICHNEHEND R E LIS, LROFEICKOTRHT %,
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RAHALTL S EREGFEERENRNITRY,
REFETHIETIENERER RERE (IKBKG. IKBA)
BIHNREERBRELEAORREICHTLHABEMEHEET 5. BTEOCHEEMRTEDE
R, HREEXMEDREREFIHRALTHS,
IRAK4 RABJE (IRAK4)
fiRIRE . TRVERE . EHERE . RERELGECLIREMMERPELHEET D, FICMABRE
[CRDIEIRMEREIR R ITFETELBEL,
MyD88 R&E (MYD8S)
IRAK4 RASSE LERPRIRIFFRLIL TLVS,
1@ R B HEREN D IE (IL17RA. IL17F, STAT1, ACT1)
RIEOHIE. TOBEMGEA O EZET HEETHS. MERFIT—FHHMICEDTHLIN. K
ISR 2ITRETARSE S EITRETHD . BE RIEBOEREIFHEDLL,
EFNDERRERE
LTI, WHIM (warts, hypogammaglobulinemia, infections, myelokathexis) fif {& & . Epidermodysplasia
verruciformis, BHIANJL R XN & . CARDIRIESE . TrypanosomiasishidhY . ENZE . CXCR4, EVER1/
EVER2, TLR3/ UNC93B1/ TRAF3/ TRIF/ TBK1. CARDY, APOL-INELEEFTH5.

@ KXRMHAERISIE
L EXRMEHEREBE
I EfEEmNERFE C1M EES—REBE)
I I RUVIICHETFE2EODFAD . EREMFARIGE

il

fIRIE 30 FEELLEDHRAGHEEZL DD FHTHY . ERMLGRIBIZLLEEKREK T4 THS. X
T DE

1. AIHARICEROER

2. BERICEBOREE

3. HIHEF. BIUTOZEARDEE

271505, 1 TlE. RETLIHARD ICEEL-ZBREMZ T T, 258 T TIM—TRELD
BEARBERELSIYDOT L. 2 TIE. MV TRICHTIZBREMNRLNIN. £ 5HT)TIN—T
AGEDBCRERBDHEE LD, CO REEIFARATHENSULD, BEREICKSLREMEHE
JEXDEENEEALYEENESNDS, 3 [2IX.C1 AVEESA—RBICKZERMHMEZRE. LU
Factor I 4> Factor H. MCP 72&E D5 2 RO EEICLHELED L HY . 2E TILIEH AR M 14 R BIEEIR
# (aHUS) DIRA LA D, TS TIlE. aHUS 0, HARICKDHBAMEZE T HREMRBERABRRIEIZDOLNT
F MDOATITI—ICEITEDEDET 5, MARIBEICIIBEHOMAEDEEREREELSITLDOLH
%

FHARBETLUTOLSICHAFEIND,
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- ERMEAARRABE
ERMEMARIBIEE. UTOLIIZESSICHRTEIND, EET:E#'JHEL'CD%)EJEELE‘!K?E%’Z%EJEWL
Y D, BARS OREFIAT H0. AT IEREGRFICTNICEEEELL-EEZED
CLTRWT 5. 46, BREEPLH Eﬁ&ﬁe%%Mﬂﬁbtdmé?ﬁ%@ﬁE%Loté_mmmﬁﬁsﬁiﬁ
DETIE. COKRBIZEDHTIEESHLY,
Clq RIBfE (C1QA, C1GB, C1QC) . Clr KI8JE (C1R) . Cls KBSE (C1S) ., C4 KIBJE (C4A, C4B) . C2
RABJE (C2) . C3 RHBSE (C3). C5 RIBJE (C5A, C5B) ., C6 RIBfE(C6) ., C7 RIBSE(CT). C8 RIBE
(C8A. C8B). C9 K4EJE (C9) . Factor D KE4E (CFD) . Properdin RI&JE (PFC) ., Factor I RIB4E (CFI).
Factor H &8%E (CFH) . MASP1 Ri8JE (MASP1) . 3MC fE{ZE (CLK1) . MASP2 KiB%E (MASP2) .
Ficolin 3 Bl &% & 4~ £ 4 (FCN3)
SEEMEmMEERE
ZNIZITUTO 3 DDOFEENEEND,
18:C1 AVEER—DEE. EHELLITETLTLS,
28 C1 AVEEA—DFEHIFETLTLSA ., EREFEEFITLERLTLS,
3B EBEMETHIMN. Cl /VEELA—DENE. EHELLIZEETHS,
P BEEEDEEZEDOBRKEELLIZ.ClAUEEA—FHEAEL, EREED 0% LU T THN
. REEZEH T BEEOEEZEESNT 5, 48, HIERD C4 EQRIEXZHDSELLS,
3 BIEHLHTENTHSN., HEMGERKEEZEL. REMEICEDOANIL, C1 A1VEEA—FHEMN
BETHETH, BEEEDEEREBLSHL TRV CNETERLSITMESNTLVEL),

| EDDEXR ARG
BHHMGERRBEEL. AR OREBLINICEEEELE-EETEGTFORENERTENIL
295,
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<EEESE>
FERMERERSEBEHELSERICOVT FEEULERRET S,

BE

BERT. HRRE(AEXRFORBERENRSZEEL). G-CSF Fik. REHFOKRE. ugkERE. A70
1FREDORE . GENHFHECRE. ESEOKRE . BRTWE. BRPEFHRE. EMFMEBIE. BE
BT, MBS D55, — DL LZERIGMICERT 2 (WiRNSEELEH THReMA L) I5E,

hEE
LEAENBGMICIINETEWNGS,

B
LIEARATELSE

P2 FEYE N OVERSE Sy B O I S 36 1 2 B SR

1.f%v (WD ERRIEIR, AT AT LT, 2IrEYE RICR B O BUEN R WEAITIE, Wi
NOFEOLDEHNTHZE LI 22\ (72720, Uik o 2 R~ iERIERE Ch - T, il
FARER B DITIR D),

2. {REBRLEIRIC T 2 EIEE A FHICOWTIE, WY EFEEO T CIHRENMTHON TV AIKET,
BT 6 » AR Che b EVIREBAZ EMI W52 2 & &9 5,

3. B, SEROREN FRROBEIEL SIS C—EL RIS LR WE Th 508, @A EFR & ik
D EBRERFIZOWNWTL, EREIRORSRET 5,
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9 BRI RIEEAEE
O W=

BHSREAEGEERE (Chronlc Idiopathic Intestinal Pseudo—Obstruction: CIIP) (. B4k EE B gela=
" EHICEEEEE. BR-IEM., BREEOIEEAER

ﬁ#ﬂi%}iu B SRE THE IR EE G Z RO SHEHRGERHEAERERES T RRTHDOH A
KRETHD,

HILERBYOEMEZ YT AYMEMRAZEALGWIILELL T HILEEGRAEESD-OICFHAERERES
=9 EBHAMYBEZEMRE (Chronic Intestinal Pseudo—Obstruction: CIPO)IZIE. JHIL BRE AR FE M (Primary). £ 5
FRBOERCHSETHM (Secondary), [REIFBAD¥FFE M (idiopathic) H'dH 5.

[EFMIZI& . Hirschsprung 3% (15 & EEMFRETSE) A° CIIP ZB&L = Hirschsprung JRBHZEEENHY . /NEHA
@ CIIP DEERISHENTITER DB ETHD, BAD CIP DEEISHENTIE, EFIEDRMEFRAEZENT S

CENEETHD,

2. REAE

ZUTRREMEICRET HEEZAONTVS=HZTDEIEIVELSREFRHATH S, REFMZEHILEIN
FLDICENTIIHEHMEICEEEZROLENEDN 82%, MIREMAICEEEZIHE-10OMN 18%THo1=,
BIEEDR—RA—D—HlTH S Cajal MDD ERETHLLTIMELHEIN—ED REEF TR JH
LB DBBILILE :20%. /N7 :54%. $E77:49%. B : 22% L LB THHEB N Z L,

3. fEIK

FRERRs . B, (B, FHAICTHRAEL. BAICHEMMALOLLTIEBLWRREEESE=3EMNH D, EHED
BBELEDEDDNZ VD HIEBEDRBEICKVERIBRTIHEELH D, LH L., ZLOEHIFEELRZY
UM SRIRIEEITT . HIEBEDBENEILAEWNGE (. BAFELLEY . BANSBIMEANEEYE
T3 5EHELFET 5.

4. BEE

HERHCIALRHAICHEAEERCRELEZHOABRDZOICRAFHIBELRLEDO. ERREICHEST
BRRIERDPETTE2LDLHS5, WVTHITEVWTERBIEECR BRI VLELREETH D, EEHIT
(FHEEREDI=ODF1—THACHEESR. RELKSDOFHHED-OITIBHAAE O L EEIRDT—
TILDBENBELLGD, BESETCIEBFREHEVIRNTZT o CLERERE ICLBEERENTET 51
. MELEHAEREROBROCEELBYRT CENE L, COTHRERBAREMN . BFEERM. 5B ORI,
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IEAEMLE EHEOFEMAITHONE ELH D, COLIESITIHEREYELESAARESEAREICLY,
NREBZITIGETHLRBIRAECREXRE. FEETELEDLOHICEFEOAELERIELLFIRINS,
2001-2010 FDEEFE 92 FITIL 52%IZIFEEZM Y, 4% I/MBBEIITTHON TV, 2O KIIT/NEHE
HEERHOINIZBBBEEZLELT DEMNLFET S,

5. F&

2001-2010 £ DN EEFE 92 HITIE 90% LU EDEFIERHAIZEFELTLDELEDODFROBENFELNTD
D&V FHRNEARM I 146 FEREICRATH D, FHEVEHID., BE-HECHLERBENT—T
IWEICKDHEIEEREEZDLELL T, 2 30% LU EDEFIH ., BERFIBLRBERELGLEDALHDRE
BREETWELLTWV - BEDRHTL2CEENRDO-HEENTHENEEIBIEEET-L bacterial
translocation [Z&kABMAEIZ KD av I TERFRT T HEFC. REIIZHT-5FIREBEDESHELLTDE
MECHARLICKYTRICED, F-EHHIREEVELT 5-OBIRERI BT HEVSBERNH D, SIS
RAMGREBETO-OHEFREET O RMHOXREEL., BOERTREO-HOBHEETLEEET
TIHEELH 5.

O EHOHEIVLELEHE
1. BEH
/INEBI100 AL BLAE 1,300 A
2. RIRDHIE
T~H
3. ERMIAE A X
REEIL BRARHEEERL)
4. REDEE
B (RATRTT HEH®C. REICH-58#IREENDE)
5. BEE%E
HY (FREEDOEHMEES)
6. EIEENLE
HARMICKIEEESFEERANT. BEEHFENRET D,

DNRHAND DB LB RA DR AR B OBIEOBEERREY — LLREH RS AR
FEREE ANKLEPTHRRNRSNG %08 BOEE
TEAEICHT BB R A IBREORE . DU AR OREAETEIL

FERE WEMIXPESTHRMIFERSCERY TEKE hEE
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<EoWREHE>
UTD7EHBZE TE3H0
1. [EAR . B TEA . BB E D ARZE Y 550 EECHARERZRAICHRMNFIIREMIZEE
Hd
HARBRETE2MALLE, LREILBOREETIE6AN AU LDRFNARERT S
ERZECILHILEDHREREGERZT HE1)
HILEERRET ARENLREZEDHEL
. BEEEERD HE XETHRERICHEEEEZROLEE2)
. /IMNRB TlE Megacystis microcolon intestinal hypoperistalsis syndrome(MMIHS)& Segmental Dilatation of
intestine ZfR5V 95
7. #%FE 1% Chronic Intestinal Pseudo—Obstruction(CIPO)Z &4+ 9" 5:E3) 2)

o a s N

FVHERBICE, AU TOERBEMLUN VEEICKHEREZIE. BT LEBELELEL,
F2)BEEBAERENE#LIBEE. O MRIFL(FHLERNERET/MNGZHILET SHBESER

HEEBASN %,
E3)F2)BRNT REFTFME CIPO ZRIK1ITTRYT,
AlFk-1  FHFE CIPO

1) AL ETEmEERE

2 5 MELiE

25T TIM—TR

MCTD (mixed connective tissue disease)

Ehlers—Danlos fE{&#f

moANAT4—

T7IOA—T R

ING EIARD Lymphoid infiltration

Brown bowel JEE{ZE¥ (Ceroidosis)

ShaV R 7 RNARAE
2)HILEMZEERE

Rt BEMEEE

[RHRMEEEMEEE

HEPR i 1 f R A

EERESANAT—

EB A JLA . Herpes Zoster A JL A, Rota 94 JL A% E DR L% A IGEAE
3) o bR S

FIRREREE TIE
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Bl FIRBR S REE T i
B & iE
4) KHERE
FREIE
RILIAUE
ERGEMBEER (K+, Ca2+, Mg2+)
5)Z Dt
U7V
N9
PFERBKIERG %
EIREMEIEEE (Paraneoplastic pseudo—obstruction)
P i AR 7 AR I 42 i
WA ARICKLEIR S
& ZE
P iEi%
oa—29R
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2. m/pRiEAD (PIt 1575/ u LK)

3. AMBEE (RAF AKI mHI2LE, NRIZOWTIXRTROES - R CLnMmEFEI L7 F= ot
RIED 2 fFELLLE)

A EMEERE MNRELEFERADCKD RT—2 64 ML)

54. FErh iR aEK

65. ILIEEE (B EER. DIALE)

16. FEIRfEE

87. I M T4R7 %

98 SMERRE (% < [FUNHEHAME 180mmHg LA £ . HEREAME (X 120mmHgA L& R L. ZDIENIEMME
[CERY SFHRBEREFIT S)

109. MmEFAFIEMME

110. BHH

121, M¥AEF - IIREARREERIKRESE

BE TR
hEE 1&2F/ET
BE 1HAWE2%E-L. 3~1 21 10WThdhEHF-T

AKI %57 (KDIGO 2013)
ik KDIGO Clinical Practice Guideline for Acute Kidney Injury Kidney International Supplements (2012) 2, 1-138
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BEMLFHRE
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2. BRI —SR-FUORERE DB EELE
A JEREEHROHEITLYEBBE I -SSR - YU OREERFZERL. BICERET 556, BERIT—5X-
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A FEREEHEDDHLITEYTILREY 4-O-FiBEGHER1 REBEI-SX-FUNREREZE.B
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1) KEEBHEEL(cm)

08 3.0cmEki
142 3.0LLE-4.0cmEKiEH
28 4.0LlE-5.0cm*EiH
3m 5.0cmilE

2 S H= b AR e

€g
— /7 Z0E 1L TNX 72X

MBEER T\, EEERTEEDERLRL
REicmll LB EEHEERR)

om 7L

14 1-21&

2m 3-5{@

3m 6fELLE
SOMRELAE

REBHER CEMMEMRESHLTARULEBMEET D,

BE.FIBREAHEETANEITIRIE, TEEDBYERT D,
EBORENIZEE. FENKIBE->THEE
Mo NER BRETHEDE
BEOERIBBAREO PRt REREL
AELEETEOOFEAT. BINSEBE(ISZ
£IF%,

BOBMSEL LIFoN-REDTEAETO
EBERR (L) ZcmTHRY,

R 2: BAETIBENTE (Beighton (K ARATAI BT HE HIE R )

RAH/AT R (=43 Frial Al
FHEHDBBRICKYFHEEFPIATITITNS 0 1 2
BB DB R KD RTH & D HEfit 0 1 2
FEEET D 10 B E D@ E 0 1 2
BREAEAD 10 ELL EDBHE 0 1 2
RERMTERZIIESEFEMNKIZOL 0 1

5 RUETHEERISEELH TSNS,
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<EEERE>
1. /NEB (18 ZF K i)

INRIEMRERROREDRREICET D,

2. B A

) ~3)DVITINEZETIEERNRET B,

DNEREMRENHY ., EWAE-FMICEOTHENYHA R ETIELEICERET 56,

NYHA 7358

I IMERBIIHHABRFBIHIRIEE,
BEMGHEFBTIIES . BF. FREH#. KEHLHE
iR (e 24£ LB,

Ko

I BENMPEFEOSAREHOHRNSH D, REFFEIXBEFERIZITRIE

BEFEDIL . LRV S/E(FIZ X, BER LR RESHITHE) TEF.
BiF. FIREHE, XMHLIRLE R ZEETD

11§53 SEDQRKEBDOHRAH D, REFEFHCIXRIEIR,
BEFEDIL, BHEBIZE, FHBTEE) TRF . BE. MRER. X
MHHNIIRDE EEEET D .

VE MEBD=HVHI LR EEBLHIRSND,
DASEROTDE (58 NLHFICHEFET D,
HINGEIEKFBTINLAEET B,

NYHA: New York Heart Association

NYHA 3 BICDOLVTIE, LT OEIRESEICHIRT 52LET 5,

NYHA 7348 B{REEIRES EABRRERE
(Specific Activity Scale; SAS) (peakVO,)
I 6 METs L1 L HAEMED 80% LU L
I 35~59 METs HAEED 60~80%
11 2~3.4 METs HEED 40~60%
v 1~19 METs LI F MEATREEH BT
HEED 40%K

MNYHA 2 FBICERZE CX G T % SAS [XALVAY,
[=ASIT 2METs, BE ST 3.5METs, TUAKIE - ALY F{RIE AMETs. &4 5-6METs. BEER 6-TMETs %
BEEFOBERELTHEELT-.

199
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RAREZe B DIZIR D),

2. 1BIRBAAAIL IR 2 HAEE A EIC DWW TIE, @MU R EZREEO T CIHEBTHhIL TV D IREET,
BT 6 4 A BTl b AL VIR EE %E%ﬁ#ﬁ#é LT D,

3. Tek. TERORBREN FROBEEESBE T EU LIS LW E TH 52, mEERER 4 kbt
D EBRERFIZOWNWTL, ERERORSRET 5,
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1. WME
DIV IRITELBRL M EETEGT SRR ADIHREMEE LS AR METFAEIETHS,

2. FRA
ATP/BRIGFNEEICLYIRD B ADHMARE SN HEFIHHMNLE L TRBESZ5IEE
<9
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SADMBILEICKYRTHEEIE S , B AT HIREK ., FBRAEK, BEEE2BDREHREETEEL55,
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D-RZUSIV MIVFUOEBEINDARELEERKITIDLENSH D, FAEEL-IGEXFBIE
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1. BEH
#9 3,000 A
RIRDHE
KREEBH(ATP7B DEIGFER)
3. MRMEERAE
REEL (EEDBENDETHD,)
4. REOEE
DB (EEITh-58BNLETHD, )
HY FRMFRRZESRKZOZMEEHY, )
6. EEENLE
1) ~3)DWT IO EF T HEEERRET S,
1) HEEZ2RHL5E
2) HREEEELROLHE
3) BHEEEEERDLGE

N

O fth#miR#tT
rEAFFSES )
| WmARE EXENAY B REX

162



<EEREE>
Definite ZXR&ET D,

IV TRD MRS

A JER
1. Kayser—Fleisher AEffH 2 &
2. fEMRMIRERN BE 1R EE 2R
(B8 B BEDOFHRORE O DERE
BiE: BEAEICKEEZE T LOLGHTREE. BEES. REOREXFEROBEMIEKE,

BH&EMER

1. MFEILOTSRIY 10 mg/dLodg/Rim 2 s, 1001-LLE 20 mg/dLO2 g/L R 1 M=

2. V—LAERMEFMEERD 1 &

3. REAHEHE 40 LIE 80 ng/BXRM 12,80 —ug/AULE 283

4. FFEAEE 50 ng/eftFEE LI E 250 png/cB2FEEXRGG 1 . 250 ng/eFZHEEULE 2 5
4 HREEZASTVEWMES . HFAREBTIREE Bt 1S

5. FREERERKALEVEGEICEES MR TIRLE DR 1 R

C iR E2
LUTOEEEERNT 5,

FFRBELTITBEDAILRMER %, FE7ILa—I)LHEEIAERFRE . 7ILa— LIRS . EMMERERE.
BoREMFEE. REMEAEFEE. REMEEEEEE R AEI/AT— R, a1-FUFRITIUR
ZREFEFHENT S,

AEREBELLTEITHEED. ZE2EREOTVNAZET HRELERAT 5,

FEERBEELTIIS DR, FLMHFAE. WBHEE . =BUES. MERE. EXT)—DEREET S
REZENT 5,

D EEFHRE
1. ATP/BEIGFDER VEDDRBER 1 R MADRENK 45

<EZEOHhTIN—>

Definite: LEEDREDEETA 4 LI E
Possible: EEEDmEDEETA 3 LI E
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<EEESE>
UT1)~3)DWIThhERE-TIHERENRET D,

VHFEEZRHI5E

OChild-Pugh7$8% AL T, B. CEXRET D,

Child-Pugh%#&

RAk 1m 25 3R
1 H
5End (A BE LELEEE
fE K AR L hE=E
m;EEYILE AE(mg/dLE) 20 K& 20~30 30 #&
MmE7IVI I ABE(e/dLY) 35 &8 28~35 2.8 XK
JOravE VESE%) 70 &8 40~70 40 KRG
k] J=§4

A 5~6m

B 1~95%

C 10~15/4

2)HEEFFERDIEE

Omodified Rankin Scale (mRS) . BE R &, FROZNZNDFHMRT—I/ILEZHANT, WInHhHNILLEEF5

RET D

A A Rmodified Rankin Scale (mRS) #|FEE#EE

modified Rankin Scale
FOTERAGZLY
FEIR (EH->THRALMEIEE TR
BEOHHOEBITITAS
BEOEE:

SEITYRER
BRERE FVCMEBIRALLIRVIKETHS
BRERSITMREBIRITH DAY REUTMNLTo>TU A
EOFHHIRITZLVIKETHD
FIELFIABITO TV EOFHIHIRITH SN, BEESF

REURTOFENT R TITRDOITIIAEVN, BADED  (FAILTHDRETHS

EYDZEFABELISTZS
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NOFRFHO S DZHNTHE LI AR (272 L, SiRMORE 2 R ARERE CTh > T, i
%ﬁdﬁfﬁ'éiﬁ%w) ZIR%),

- ARIEREBARRIC BT D EIEE D BIC OV TR, EUIREENEEO T TREMTOIL TV HIRET,

[ELIT 673)3F'&ﬁfﬁi%>ﬁb\«lk Ea ERIDVHIT§ 2 2 L L35,
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52 EMRBEIRFITONWTE, EREBROXMRET D,
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229 ERE(HEREEXIXEXME)

1. BE
fififa & B AE(PAP)IL 1958 £F Rosen HIZKYERHEH SN, HAE TIE 1960 FRESIZK> TR SN if
RETHD, MBREREFY—T7773 0 O ERFE (T D EBIEICERICLYMEENEZ EELTERME
R[ERNIZH—DI7 73 b EEME THAFBEMEOBERKOEERMEDRETBERTREDHRHT
Hbd. DO IETEHRIT. BEREM PAP LEXTMY PAP THS,

2. &R
B REN PAP TlX, BHiEkv/O077—>a0=——FBEF(GM-CSPIZxt 32 B AN EE
L.fla<ono7—o  iFhEROEEEENREICEASE T 5, XM PAP &L TIE surfactant protein
(SP)-B. SP-C. ATP-binding cassette A3 (ABCA3)EIZFDEE K GM-CSF LT 2—DEEFEEMN
H|ESNTLSH GEEGMHEPAP)  BEFEEDHASN TLVEVEDL DL, HiR M PAP X EHE
MR G EDMBRE . MEOTADORA BEIE. VOUREEARME . A —FyMNRE TR
Hxnd,

3. fEK
B REM PAP O Bb(d 2.1, BHBHEHRODREFTE L ELIC 51 B TH oIz, EKIEFH VERFIER
ERE#(40%). 1%(10%), FEEE. (REH D . BELE , #9 30%D BEIXBERTH S, BHRFTR DENZAERASEE
RUBEMTHIZENRERROHETHD, AXRMETEELWIZENE L, SR METIX PAP OIFIRSAER
[N TREZEDEKRIINH S,

4. BEE
BOREM PAP IZIE. EEE (2MKEHIVIERERE) BN TThhd, HERMAEEELLT
GM-CSF O ABEMNERABND, iR PAP (L, SHEBEZETOLFRIIFRTHD. mHEMEPAP T
FEBEBOBE. REEENITONII RIS R TIEREE TH D, MBENERSINIEHE R
[ZPAP BNBELEZBENH D, ATOMROMRIE—ARICHFINGL,

5. %t

B REMMBEREDSFEEFERILIK, 10 FLEFE(LSITHAN., BEIIZOMBRYRLEMIESESE
DBBEETHHENZVD, EAXREMBEQEDFRIIBOTEL, F-HGEREEMBEQEIIBECRE
ERAEREICEERTTRITEL,

O EHOHEICHELEIE
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2. FIROWE
THBCRASEELTVSESNDD HFEEEBOFMETHO SN ZL,)
3. MRMIBERE
R (WRASEDARITKREILTHD,)
4. REIOESE
DHE(REHDEEEBRYRLUABENDLETHD, )
5. PEEE
HY (ARIER DL EEDHY)
6. EEENE
EEERZAVCEERDEEENIULZNERET S,

O fA#EHT

(MR B E AR E MR R (BT ST B AL EREZ DR
| BRARE DURRSEIShRENERLL S~ BRFRLL IR HLE—
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<BMEE>
e EBE (PAP) (HEREE. TX1%) DZHEE

A fE1R
FE IR (X557 VERF IR0 FR 24 (40%), 1Z(10%), BRER ., (AE R, BELE, #930%D EE (TE|IEIRTH S, ERFT
ROBNERSPLEBEMBEMTHAICENEREEDIHFHETH D, SR TIEPAP DIERIFERICINZ TRE
BDERIMHS, EREITEERISENZL,

BREMR(LTOMRIIZHDSEIZLD)
1. Mik-EEFMREMR

m:& KL-6, Y—I 724 FOT (> (SP)-A, SP-D. LDH S 1&
2. ERBREMR

= fREE CT(HRCT)ICT. U TORREEDH S,

FTEMRR

L FYHSRERES . BEEAITE
CINERNEERESS SI/NERREEER

. Crazy—paving pattern: FTR1E2DEFLHFYELY
. Consolidation

H K 5% geographic distribution

Subpleural sparing

o0 A N =

ZDMDFR
1. +-FE5| MR EXERRE

2.2 %3

3. BB Ef

(PAP [Z(XHEZE) Crazy—paving pattern (3.) BNEARTINIZHIR K 5 %7(5.). subpleural sparing(6.)AERHSI
(F HRCT F2# T PAP M RIFHER,

(PAP §EL)) Crazy-paving pattern D& EERHINIE PAP £ELY,

(PAP £ H9 HFTR) PAP [ZIXFEEL PAP 5RLVEIPAP 29 TR 1ET %,

(#RIZE9 5 HRCT T Crazy-paving pattern * 29 5% &)
Za—EDARFRMM K., URARRTH . ARDS, SR B2 ZEFIMER L, fadm., K8 X Mt K
. FFENEE MR FEAMX, YILaAR—2 X R gHRIm 2 . @R 2% . ME2IREAZEE . fiik
FE. DA ILR IR LTRRESAE ., WEIMEM % . MM A LE . BIKBAE. hRVAHELGE,

169



3. AEFMAR
Bof&ME PAP BE XL T LEMTREEEL . MKET L2 501 TIHA, BRI, BB R M
EMRL-EEEEZRBLT. HREEEEEL TS, MEEDBETICLA BB R ME CILEREDE
TERYELOLTLY,

4. FREEBFHIFRR
PAP DEKRHGFTR : ERMICREER=LI=fEHI T

(1) RHEKFERIZ 0.2 microns KD FHFIFEAMMEBERRMELN TR T 5. MEBEHKYE I+ microns X
DIFEMEFERK M EARTET o 8 microns XD lipid clefts AVRET S

(2) AEIJERNOMBEHRME L PAS 2B THEMEMREEZRT .

(3) FHEIERNOMELIRYE L 5% 24 T Surfactant apoprotein A (SpAIZIBHEFFRETRT,

PAP [CHSTENHIFTR .+

(4) KREKERICKIAFMEANEET S, MREORFAEZ RTAFEREET,
(5) MRAMEIOMEIC) U /N\BRRMEEEERD, ZAIBEET,

(6) MIBEMRMEILHBRENTFET I L HD, HICREILFRENZRTESNINH S,

PAP DfRZEBATIIEMEDARE (KRB ZENTRNERR) -
(1) EEERE

(2) AFEMHRE

() WFHIKHAHNIIIFEIKD R

(4) RIEEIRE

C iR E2
LUTOERELEANT 5. ENICEHTHELHS,
Za—EDARFRMM R URARRH . ARDS, SR B2 ZEFIMER L. fam., K8 XMt K
&, SR E A BRE A, YILaAF—2 R SR 2 . BBUER 2. FiKEE. IR5 TR 2.
0 281 14 A ¢

BEEM BIEREGE DMREE ., MECHRADRA | BREE. YO UREEBRME. A—FvhE

ETIIEHME PAPEROIENH DS, BECREMEHERMELDERN DF-HIZF 1 GM-CSF B2 AN
BIEETRETHD,
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<sMHOHRENn>
LTORDEETPAP OZMEFET T RIZHIZRIFILTYXLIZHEL PAP O EEZEHETS.

= PAP Dhpi#e

FRE|.UTD2EEHEFH I L
1. EfRFR: E CT([RAI. &2 28 CT)IRF T, MAEREEXIFITIMREEE TS,
2. RE-MEZEMAR - TOaEFz (I bEER:T,
a. [EXMfak% (BAL)RTHADHEZEL. MET LRI 5, BT, /\N\Za0—FBTSM+
J)=IZEF2BAKOBEBEMEDREL, /AFKIKIYIBT7— (foamy macrophage) B#H 5N 5.
b. REEHAM (BREZMAR. SRR, BIiR) CHREREEZXFTIMENALNS,

T 1VREBEFREECTIZT, UFAMTYHSRAKZRIZF(GGO) NRoN S, GGO DAL, BEREEMEE
BE TIE IR DHFEA ) THY . i MMEESETEN— CLEATEHRA) THH LN S £
REGTRSR,

T 2) B REMMESEDZHICIIMMEF DT GM-CSF BERANGIETHEILEVELT S,
il GM-CSF BERADRIEALGSN TUOVEWNMER XN FETO D RICREVF MM E B E SIS
BHb,

il ERED D FEZEDTILTYX L

UTO7ILTYVRXLIZ>TEZREMPAP, $iF1E PAP, £ X PAPGEIZFRB A ESINI-IG & &G
PAP CLIEUNSERTE PAP IZE85). K7748 PAP 2Bl . B RE M PAP RU%E XS PAP GEIGME PAP) &
BEHROMRET D,
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| B mREAEDHEOTILITURLA
B BRAR. HL N
'

| f35KL-6, CEA, SP-D. SP—A, LDA%{E |
|

KEXRRE
TBLBIZTPAPH EIFR R
BALICTPAPHE! MR B (B, JLER. PASISMEREE . jakvyno7—>%)

HY L
PAP SEBIMER | | ok #iE

XD ﬁ‘i‘f"i T FRITEDE
RPIOM ———  mEGM-CSFESHE BESORE
gt g a ' (<A
HUARIE) ﬂ%ﬁl 2§ R TE BETEPAP 1

RRFIEPAPEST: || 51 L35RET U PAP |
RFEMEPAP Lo%&E mL| B reng R5 FAPAP

FEXIEPAP B5Y Y HIERE
BofaEHPAP Il R MPAP Bl XK MEPAP. BT IHEPAP

ERHRRELEERS BEREIILLLEOESREEPAP S RIMEPAP |
| EED). EXMPAP GEIEHEPAPEED) |

E R PAP ZEL3DEEND—E, M. CAMZEIZHES PAP [IEEMICHERIEEIE (XN TULV =AY, %<
IE#1 GM-CSF HiiAS 14 TH 5. 3t GM-CSF HiiRIZ KB ZWAHEINS,

KREA HRMAE (n=56) | BEOXEMNS (n=57)
Hematological disorders 49 (88%) 43 (76%)
Myelodysplastic syndrome 49 (88%) 43 (76%)
Chronic myeloid leukemia 37 (66%) 6 (14%)
Myelofibrosis 3 (5%) 16 (37%)
Acute myeloid leukemia 2 (4%) 1
Acute lymphoid leukemia 2 (4%) 8 (14%)
Adult T cell leukemia 2 (4%) 3 (5%)
Aplastic anemia 1 0
Lymphoma 1 1
Multiple myeloma 1 3 (5%)
Plasmacytoma 0 1
Alymphoplasia 0 1
Essential thrombocytosis 0 1
Infectious diseases 2 (3%) 3 (5%)
Autoimmune diseases 5 (9%) 4 (7%)
Post organ transplantation 0 4 (7%)
Non hematological malignancy 0 3 (5%)
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<EEESE>
(MlRERENEER L EBRD EEE]
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hypoventilation syndrome: PAH) £Z2Z 5 TV =EE TH S,

2. [FRA
MR D B EhERET (1B%2 ., KBIFREAH) ROEE (F2)EEZON TS, —EDEHIT PHOX-2B&E1G
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Phenotype A: IREEEIRPICEICIEBRR/EREMEEZET S,
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4: BUNDVELRDHONGE N HAVNEKBDEBEZEAEZTHRICLETNDAH S,

EEE | BEER AR &1 A3 4T BRI
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ENTHONEWE, ZERALHNETHS, EAZD D R EFILEEB IR RIZELEYEL->TLES
BELHD.

4. BEE
YO BIR|LESRE S D, HAA, FHEIN TS, =1L, ChSIERICEDCGAETIHEL, F=TF
FOEHINY O LMEREIZEDBHEEES, Z MR FIRREETTEELEDEEERZMNRBBELS
BALRHS,

5. %t
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c HEELULOEREBEI#BHELTLD (BXELT1.55D A5 2.0SD Dikfi) 2
d SEOCEREBENIEFHELTLD (BRELT 2.0SD Ll LD 3
v RAEOCHAMEESREER. MBER. FHETITOVTOFEELUTOR,ISLThH
12%R8RT %)
a REZZIOLEL 0
b BEOETZREOS (BRELT.IQI0RBOHMELELRAV-BIHTHNATRELR 1
BEOESE)
c PRENEELZRDHS (BRELT.IQ50 RBFLBIHITATRAEELEEDNES) 2
d BSEOEEZZEHD (BRELT.IQB KEHELIFIFELEYDIKE) 4
s RAECEBREEZICET 251\ (U TORMSLThMDERIRT D)
a  FPiE. BE. DE. HAGEITHREEEAZL 0
b K. B, D, HAGEICEEHERENHD 1
(BRELT. ZR TN DBHREEICLIBRBEREZRHDHLD)
c BFiE. B, D, FAGLEIChEEREEEENHD 2

(BRELT. ENENDRBRERICIDIERZRDHHLD)
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d FHiEg. B, D, GRGEICEEMERENSHS. HAVIBBEERNILETHS 4

(BRELT. EN TN DEBFDOHETL2ZEHDHLD)
VI EFEOBEIL-NTBGEEORRE(UTOFISVTHANM DERIRT S)

a BEILEEFENTEE 0

b AISADNEINLE 1

c HBEEEOZTHUMHNLE 2

d AaifFERILE 4
Lyl
I MVIETOEFHERUVRE SZLECRETFBERET 5,
(MAFEDEBMN1DTELHS5E EIE
(2)2EULEDEELHY. HhOMALIBAEN 6 RLULEDIEE EIE
B MR- R 3-6 RDIZE PEE
(M) MR- R8A 02 ADIEE BE
AR

1 BWERRITOVWTRAAMNSAUESELTEHIE
2 REREWLGEWAREAASAUICERLIZLDET S
3 HREREMNUGESEREBARBREAARTAVIZERLI-LDET D

Bt Bl

TFEAEMIA Y OE U RIE /& RLARE | FEAEBI DR :
BEIEFICETABESIWERICEYTRDOKIICHEL, I MSVIETICMR . BHMAIOZTHER UL S
FZMADRHLMAHRE RELEICRBFTHEZRET S,

a FAE LU 0
b FAEIL 1 [H] 2
c 2EIULEER. RIFEENEETHFEE 1 BLL 4

SR EETE K OVESE 0 JH O I S 38 1) D W

1. FAZWHCH WD EERER, RAETRSICE L T, WS EICRREEOBEN 2 WA I, Wi
NORHO LD FANTHZE LA (7272 L, MeB00H Ofkl & 7~ 3B R R % T%of\ﬁ
m;Tﬁ@%m> ZIRD),

2. IREBIAE T D BEIEESFIC OV T, MUREFIERD T TR TOIL TV HIREET,
BT 6ﬁﬂ%fﬁ%ﬁwh %E%ﬁ%mﬁé LT 5,

3. B, SEROBREN EROBEIEE DS T EM BIZEY L WE Th 503, mEERER &k

52 ENMERFIZONTIE, ERBEROMNGE LT 5,
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271 REMEHR

1. =

FICEH-BR GREE) SLUOBROKXEEZETIEBEETEOBCREMKRETH D, 2<H 30
BAIDEFEEICHREL. B~ ~EBRER., IR, S5ICEIE. . BRI RE LB LEREICREERN
AN REICER IO MM CEBHIR) CRE GEENEHER)ZELD, CO=8H . BRMDALEST I
B -2 QOLDELIMETEIBE . BICEFEE CTIEIME - R FT O KRELIER LGS, FREHITIE,
BN SIEH (BB FTEEHMIERE RIE) L TERITREL GESMEAVERL., BTATERTELRL,
EARAZER EFonGL, #2Z2KRYRPITAD, AEZREELV, RERIRICES (I - BEAL-BAML) ZH#
BHI 20N REICLLILE, BN ODRBFOARBHERENELD, SOICEF. COIIGAELEFLD
REICEEFLT . BB OINICHESBRIEE (RE) GENGEREDEIKRELEFD,

BIEHERICEY. BABEDEERIIFCRICEABH THEL EROBTHLH2ITARMSA TR
OB BNIEERY ., MIRNSEIHETICTEY 93 FFELTLVS,

2. FRA
REIETEATHDH, HLA-B27 BIZFEDBVEEMENALON ., EDIITECHEREERICHE
BREGEDRRHMERICIDREEENECBER. RETHEHASHTOLA, REHERETH
®o

3. fEK

WEREE R OB RICLDEE BB CERDBINREKRELDIIENSE L, ERBIERICLYERRL,
ZHORBICLYEEST 0N RS THS. TILABOMNER THIEDRENO SEREFTORAHFE
(RS E DD EMHREELLE) D RAEMIZ (FRE. BR) ALIELIEROh ., BICE. iR BHEMRD
KEHDOEFCESHIRLELD, EITITHEVEHCEST O ENEARDL. EEFITILESENTL
[SHET B, —A. BEBOMIRFHIRER 2 ICHEA, HREBRAESZELTHEHENRIKRELEFD,
SSITBAET. HICKBAEBIAESIER (B L) DI 1/3 (CHFEL. TOH, SHILER (KIEHBEE
B). BRE (REAETLE. CEES) | FFIRES (MRHEE) LEDREEEHTEHILLH 5,

4. Ak
WABREIEGS AEE, EMEESIUREYERE ENEELE OEREICKIET 5, IEKE
BIZIFERTOAMRERRERNEFDTHAN ., EEHI DI FITARASNI) I IFE AL FH—k,
YISV RIWIFENOUERE) DREED E-HRETHHEMH K - EREET R DA MM ILTERSN
TLWEW, COXIITEREDERRIIDLEVDGEE, £EYERIBF] (TNF o FREF]D) OBEIEHRESN .,
# 60%DEBETZDAEMMENAEAIN TS, BEDEREREERIT3 L TITAEH B O H# 55 1E E E .
FHEHOWIE - ABEICHLTIIATESE RN EITIND,

209



5. Fik

R EICHEYRRICETL, GEEOBLIVERIZMZ . FHEOCMEEREE OEEFIRICLY
BEEFBEIELGIRINDELSITES, #1/3 DEENLEHDORE (MTHZH# bamboo spine. 1A
DEDESIZHD)ICERT D, HRETIRBBRECEHAOEMAROEZELMO>T, —BALYTFEY
REMIFEV REL-EHTERXEEBRBELOVF>TEMEN AITLYERRIZBIRFRIL. D
BRICIE—RANICHEARTERREORENBBETHILIRMEBD—EELSTLVS,

O EHOHEITHELES
1. BEH
#7 4,500 A
2. FmEOHE
B (HLA-B27 B FEDEEMENAEL. CAEEMERELTHELTWSEHRISN S, )
3. MRMEERAE
REEIL (RHEREDH TH D, )
4. REDOEE
LE (BHETHETRBETARETHD. )
HY (EHRAFOFEZLTAAIATWS=2—3—URETEE, )
6. EREENLE
TROWThhER:-TIHEEEXNRET S,
*BASDAI a7 A4LLE mMD CRP A% 1.5 mg/dLFEL L,
-BASMI Ra7 A5k,
-EHEX-P £, 2HME LI EITSRE (MTHREH) 1RO D,
-NEFEBENEDDOSELGHIRCEREHEIRHEEEH XN H D,
CAEENM - REMEOREBAEIEXLH S,

O 1F#kir#tT
THLA ZEAFETHEHCREREDRIEMKF DA IV
HMAEREKE ELERERRR LU S—ERA) SFREFETOOIF RETRF
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<BMEE>
BRI ZHERN LI HEEGIERRET B,

1. BRERIEIR
a)[EEEOER. CHILY (v AU LER. EFCIYUREL, REFICIURELLL,)
b) FEHE AT ENiZHIPE ( Schober FXERTSemLLT)
c) ERHLRFIBR(FEB AN BL R TRAES[FEERAW[FOHEDEA 2.5 cmL T, )
2. X #RAR R (A7 BE &)
D 2E L EDOLZREET . HDULME—RIDIELL L DNIZEEET TR
O . IE%E
1E RO (BBOTERAL,)
2E BE(NLRBEOBOULA. FEL, BAERKTEE, )
SE HONGEIL(BULA-EILDOERLEAMABEDOIK, IRIMEFE =TI D HITRE. )
A BEHREEADRE

HBHEDG S BHLIEREE O X REH® (BeZSh TOHI(E MRIER) N ERTHS. (LR

HDRIBLIRF L CTHERT S EMNEFELLY)
T =45
BREIRAEIRD a). b). c)DOIEDTIEBEUE + XRFTR
SEL VB
a) BRFRAEIR 3 IEH
b) BRERAERAEL + X #RFTR

<EERIEZ B>
REMEMR LN OB HBREET X (GZEEREET X, RICHREE . REMBREREBICESTHEE REL)
-SAPHO fE{Z%} - EFERAES TR X

g o<F
)T S R IRIAE

-RE T EIETEE
R E %

- E RSB HEE - E R AL RR R BT GE
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<EEEE#E>

(ESE B M B 2E)
TROWIT I ERB-TIHEEEEEFMELTHRET S,
*BASDAI a7 H4LLE MD CRP 1.5 mg/dL-L L,
-BASMI Ra7 A5k,
-EHE X-P L ERET B 2HER LU E 23R E (bamboo spine) NERHLNS,
-EYABRNEN DS ELGHIECEREEIRHEBEH XN H D,
-BATAEENYE - RIEEHL IR AEZTEHSISEAMARESIR XN H S,

(%]

1) BASDAI(Bath Ankylosing Spondylitis Disease Activity Index) 237
LLTF®D A)~F)IZDWT VAS(10em R7—)L) ICKYFHEL . U TOFHEXTEHLI-E(0~10)£7 %,
BASDAI=0.2 (A+B+C+D+0.5 (E+F))
A)IRFEDIEE
B) I OE M~ BN E - L EMOEFEDEE
C) L2 B LIS DREET D& E - FEARDIZE
D)t =YL =Y LI=RFICRRLHERDIEE
E)EDOIHhILYDIEE
F)EAD (XY Dk (0~120 53)

2)BASMI (Bath Ankylosing Spondylitis Metrology Index)
TESDODEHAEZEEZERMEICIYRBIEL. TDEET R TEM - R ORI B LR 1% FHE T
%o

0= 15 23
A, B 3x—EEEER <15cm 15~30cm >30cm
B. EHAIE >4cm 2~4cm <2cm
C. At EEl >70° 20~70° <20°
D, IEHAIE >10cm 5~10cm <5cm
E. NEEE BE At >120cm 70~100cm <70cm
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A. BE3—EEpARt
BB (DIN&) EEPEEECATT, SESINVTTEALFRERMERITED TS, BEEHKE (BEDRID T
(EY) DR DEREERES 5 (2EBIEL, DLEWA DB T, EEDTHYE ocm TILEEKT D).

)

B. IEHAIE
BEIIEILILLEBEEROSIEZTD 10cm LDERIZENEDIT5, RIEE 2 DOENOM D EHZRIEL
10cm MEDENMN D% cm TERERT D (Schober SHER),

J ¢ | N
| A N |

C. ZAHfie[E]
BEIBFICEY  BETAEHFEEDIAVICEHOES. BEEICEIL, 1DDTAEHLLTIOD
AEFAIET S, ALRZRICTVWEADREAEDTENEE TRLRET 5.

213



1.

D. RE#:AIE

BEE (MAE) EBHRERITMA T TS, EXDKRETORNOIESRFETOIERMEE IZAZRIFI-FRDK
AoIEEFETHEMDELTRIET 5. TORIZRZBIF-UEBZZNM Y. BOBRIZSMNLIYLENS
L ATHRKRICAIEL. EADTHEE cm TRRET 5.

1 -
E. POgARBEAE

BEIBIZEY (A) FFAL>-RETB) . REBELI-FFRETESLTEIT . EHEDORER (R
AL) D DEREZEREL cm TEEET %o

P2 W L HE N OVERE FE Sy B OS2 38 1 % B 3 IR

IR W W D ERETER, AT AT L T, Wit LB OBEN R WESIZE, W
MDD DZHNWTHZELIZ X (7272 L, HEZEHRORGE 2 s TR EIRE CTH - T,
SRARER L DICIR D),

C ARIRBRIRRR ISR D BAEE IS W TR, YR EEREELO T TIRIREAT O TV HIREE T,

ET 6 » HE Tl bEWIREZ ER2HE 2 2 & &35,

C B, GEIRORREN ERLOBEIERE % T B EISEY LRWETH D08, M IR 2 ke 4

D MM RFIZONTIR, EREMRONSRET S,
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301 EWMoOXbAT4—

1. BIE

BB UR OT 4 — (macular dystrophy) (FEREDEHEBEIZHEERME. ETHEDREEZET HER
HEREDRHTH S, —RICCR O T 1 — (dystrophy) &I&. FEREM. ETHEDERELH S
IR LDEEZEKRT S, T4hb, ERPRAOTs—LIE, ALHIDEEFEREICEH>TH
I OKEEEEZ KT —HOERBETHIEEZONT WD, EMCRA FO T 4 —DZERICIE. (1)
EXMICHEBEETHD. (2) Rk, BEEEOKEETHD, (3) BALHNELMHEZ L% LIC
RETDH, (4) MEMREMR. BREMEBEREMAE. WIThILLATHLRAICETT S, Thd
D4DONEBZEHERT (EEAREERERERSIEEZHERNETAERN] EROA 0T —ZHO
FEEESHW), UHRERDRA bO T4 — L [ERBICITHREHLEMSICEBE LI-REEHBTH. £<
DRBICEVWTREISEBIHAN S RBIIZIEAY . LZCADTREETRAZENH D,

2. RA
BEROZA AT =DV OADKERITOVTIRHREREGEFABRE SN TS, REEEFH
THOLDLHS (k1) FEMIPR FOT 4 —OFMLGREREREITHDOIDL ZLY,

3. JfER
BRRIZETIT I MEBEORNET. EEERE,. dOEHEE. 20, BEEROHIRREHE, HR
NS EEE TEELLY,

4. AEE
BEEIEAE L,

5. ¥
REIZHDETHIETL, BERAN 0.1 LLTELBZEELZL, T, HIZEF - #FIC
SWTELVWVREZE L AM., BORBFIEIR-NEA-OFTELEEKBIZITESELNV,

*HR-FAROZ O T 4 —TRETHICEZFAGRADEFRELA OGNS ENDH D,
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O EHOHFEICKHELEE

1. BEH
1,000 %

2. HEOHE
N

3. HMBRMGAEAE
RFESL

4. REOEE

E GETHICRAETZRDS.)
5. DA%
HY (BRBRHESTERRFEDZHEESHY )
6. EEENHE
Bt ADEDEERAMN 0.3 R FEDNEERNRET S,

O i1EmiEHT
BAIERI YA
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<EEREE>
Definite ZXR&ET D,

A fE1R
MR AET (REDOBENETIXRNT 5, ) iE. BHETOREEILRHEL,

BH&EMER
® RESE GRIHRSOSMEOEREERE. BRI B, HOVILLED.
@ H#EXREER (FA)FIREEBRHL BRI —BLE-EERHNK,
@ BREBEPMRKRE:
- 2185 ERG (EKIZHRR) D RIS HES
-ZRME LUV EBERT ERG O RIGE T
‘EOG O L/D LkDIET
@FFHEREET (OCT) R RERIZH (TS MR D &

C Rl 2t
UTDHREZRNT .
EM_LHENET
o00%y N\AROFFoO00F THIVEOU REXLTIVE
SMEIE (AU TR ) FARE IR ZE
HRMEMARIRAEAEE (CSC, AZOOR, MEWDS %)
SEXMIOR—<, ERXMEEBHER K
IEEME M EMRER  FiF 50 R EOEFIZEOTEHEBICHRIREBL AN D, HIRIKEHEE.
DEZE250umBlE, 2) iz, BEAK. BRELIGHERKOME. 3)ERER, ) WEERLERD
EERFIREREL. 5 REEFKRODENRBRISERATGEOLTEHEL. BERFIL—E .
reticular pseudodrusen., BRILBEESIZENH D,
ERMEEREE  AREBOBRELNH L. ERREEEIRIET T,

<EBWohTI)—>

Definite:

:  AIEB+BHEEOMOSHIEHLUEZHZLCOERIT REEREBZRNT D,
BIEEMD4IERZ I N THl-LCOEANTREEBERNTEH. N OBRERNABEBFTL, HHIBEHED
EITICEYFRIBOIMET I HATREMEAF L,
BEMROFENSETINTNDREDZEDEHZHET-E L Definite £ 5,
Probable MIE B Zi#f-L. AL MNERIEEZE -t (X Definite &9 5,
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Probable:
BIEEMD552IEB LI LEH-LCOER T REHRBERNLIZLD,
AEEHSWIBEEDI1ERULELNHY. CIEEDEAMNTRELDERNLIZED,
<HBEMLGREMNSZEMNARELED >
(BREMROHENSTNETNLUTDOEHEHET-LI-HEIZ Definite £ 5)
1. BIEHERCAMOT—(RNAMR)
B-O REFEWE) INFEKFE (R 1A) . ABRERE (B 2A) . LWWIIKKFER (R 3A) B0 5,
TNTNEESHR, MEFRYENRIRT HEFERBMLERRRICED(E 4),
B-@ MREBHHNX INFEHRMELBEH (K 1B. X 2B.”3B)ERT,
HAREES (FA) IREHEYE (T TOVIICKDERL (K 10)ERT,
B-@ BREMFMIRET (WZE) EOG L L/D LEAETT S,
B-@ OCT:INEH#EMEIIMETICEELTLS(E 1D, K 2C. K 3C),

O DEH
ZHIB-ORESELB-QIREBFHEHNEH DL FA EB-QEIEEFHRETRALLICLEDH
BEB-TIHEICEET 5.

1A SREHEBCANOD,; Y
HBHRICB EROIEROARBERLSAOND,

BB EIIADIRIEE K PEARLEERRRET O L CERSE

ERRRITBHNERT 4.

E1D E1ADOCT
PEEFREZGERTICERHELTROLNS,

E2A DREBHREBOANOD s BERY
MERAESCT LT, BAEBERRICTHISREDHELSERLTLS,
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B2C E2ADO0CT
EBRYBEEITHICER/LCVBLIICHZS.
EHFEHREGVERSERTH, MR TEICEERAMELSHELTOS,

2B F2AMIREE R K
THOEEMEHSEMLTOSEMILBEKXETT . E3A BREHEESAND T kY

FELITERLE-MERMES#5N S,

E3C E3ADOCT
F—LREEREFEEL, RRENHEOARSHDN D,
—EBSMERHMRISEAL TS,

38 EI3ADERME B F#H %t B4 BREHEBOANOT B (R301F%)

SR (LBHAE RIS, EEMELHE BEERLEOEBEIETLTETLS,

LSRR R L ROERO-OEHLETT.

2. Stargardt J&

B-O REFTE WA EMOERREHENEFEREIEZEOHOEREEZNYEA CTHKDOERE
FH. WO SEMERREZTTELD (B 5) . EEHRRFEE T HEHERE (beaten—metal
atrophy) ) . BEEVBITRESITIZ . EHEAESH S IRIBEIEBRZE S (B 6A),

B-@ HREBHFIHN BERHANLSANERT L. BEHOEHERESERL. EEHETERIEEZRT (H
6B) , 7= perpapillary sparing (R AEZLEFFEDORES LUVBRLENBRFEINLSATR) LE2ETIC
FRATHS.

HIAREESR, (FA Wh2B) :dark choroid (B = EHAMIELAZ D) HBNS (E 6C),

B-Q@ BREBFMRET: £1HEF ERG. EOG [FSFIETH D, EREBOERGTIERISHB N RSN S,

B-@ OCT:&BIERILIRMABAETS ETHESER(IS/0S) DIHREMEDIER LA A OND, HEBIIBER
FEROEKEEZRT (E6D),

O DEH
P B-ORREERL B-QELRBEEH. BEEBHRHANLTNALLIC LEEOFHER-THSICEMN
EER

B5 Stargardtii
HEEREADLT . BREEOHDHDND, (A Stargardt &

HHERRRLSBOREBHRERDD.
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E6D E6ANOCT
IS/OSDH L LMBEDIEHILAHDNS,

o
HeB HEADREEREA “_-
EMERRISERL. TORBGROBRLERT,
HEREBHKETRT, E6C RE6ADFA
HREAITEL dark choroid #RLTLVA,
HERIERVBEAERLTVS,

3. FHIFEMIRAT4—
B-O REEE (WA BRI NETZ2HRBETEIRBHENLZEEIZL,
B-Q WMEREER (FA) EWEICIRNETEHBATEDIEEL ALY,
B-Q@ BREMFMIRE WA #ALITARZLEL-2AHRREERILIEE 2, EBEFTH ERG DK
ISHNEES . E£1-IX Z BAT ERG THILED REHAHSS.
B-@ OCT: #f{AS EisLifm (COST) MiE k. 1S/0S D AREAB L MNABND, #HITT HEIS/0S SA Do BR
NHoNDEIITRY ., SEENELIEEFILT S,
QLD EH
ZHE B-OREETE. B—QOHEALEBEER. b&LU B-QERLEEZMNRADS5ETOEHMER
TIERICEMT S,

*1 BAREEZNTLUILXF—LRETHRITRESISS. BEEBRENXTRATSILEEAHETHDS BRES
FEHRNE, EEMN, BLLIIPDOEIZTHOTHHBEAENREOSNIEED, CKBEDEETHD,
* 2 SEKIEEAS 30-Hz 7YYAHERG (FBEERTITRIELH 5,

4. AR OT4— BLUHATFARS RO T4—

B-O RESE WA [FEAEERENGLLO. EMMICERFRE (REFRIENEBRE. HER
FEROUFAMER(BRIABEHEIEHY) (B TA))BESEFTEFTH S,

B-Q mIERE&EE (FA) . BEBREIN (AF) FATIEZEMRIZ—EL T window defect [Z&B1BE . ARIE
EMMEREMRCLDEENLLGLE  AFCIEERBLLIC—HLTEREALLNIROND REDERERIC
HRBHEDNESNEIEDLH D,

B-Q BRAEMEFHMRET (XE) ERG TH#{AZR ERG O RIGE S (K 7B) . #F1A % ERG DIRIEE FTHH 5
NBZENH L FEER-FERDSROT4—) B, #AR ERC DEEDIESHAEETHD,

B-@ OCT: COST I&HKT 5,1S/0S DRETIEEET 5, BIENEBDIEZILLA5NS(E 7C),

QLD EH
ZWIEB—DRE®H S \E B-@OCT & B-QEREEZMMRETNDSH ERG TR ALLIZLEEDHEE
Wm-TIHEICEET 5,
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*
L\

B7A SR04
ERICERRRLBRNIROLND.

MAYO - PRINUS

E7C E7ADOCT

BBHERD 1S/0S 1V DEEHHY . TORAETIEIS/0S TV E RTINS,
E78 E7AEFIDERG F- BEABOFHLLBEERLEOEBICLIREED R TEHHD
Flicker ERG. photobicERG M1 YIENDIE T %52 ha

5. XEHM X 2B EERIIRSBIE
(BHEBIERERTHIENZ RELIEANBILGUVES TIEEHRMEBRERZ NI ELHD,)
B-O® HREFEWA) BRICHLENHMEET 5. ETHITIRERRE LROEREHIFERNGE
MRRIZES (K8) . MF M TIEEDAFEIRISRIR S B CRIE RS DEBELGEEHD,
B-@ IREBFHNL: P LEOEMRIC—HL. BELEL’AHLND,
HARESER (FA)  BEROBITERARHERIEL,
B-@ BRAHEZPHIMRET (WHE) T75vL21ERG TIIbIRIFELIHIEL ., —HIZ negative type Z R Y (K9)
A EBFFTEIERRZRTELHD,
B-@ OCT(%) :FiLEBABEDHEIEARE. Z<[ENBEHELNMERBISHIESBEATRAROON S (R
10)
O DEH
2L B-OIREFTEH S\ B-@DOCT & B-QBEREEFHRET D ERG TLVT It LEEDHHZ
Y5 RICENT 5. BUEDOARET 5 LLBHD—BIES,

Single flash ERG

RIGHT  LEFT

9.58nY  385.75wY
T A 4632808 393:dins
LY B 435:23¢ 9395008
B/A  0.92 t.02

10 XEHM (XRER) EFRRIBEDOCT

-

B8 XEHt (XREK) BFEBIRS BIEDETH . " o ket 7 T e
HHBIREE LR OEREDDHD. bEIFELCHEBL. BRIEEOERETT.

EO XEEIE (XRE ) EEMESME T5v2ERG RISV EIERIE A B 51D,

hOEICAELERHEES A HY . ZOREOEEICINERBLAER
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6.

il R ACKARIE IR S A O T —
B-O REGTE (WA hRREMBEFERNICIEREEPRKOENBERINDHBEFFRERDH D,
MHIZTERHSVIEERICHEAKICRERR LROERRENHIRT 5, ETTHEMIE

BREIREBFRENICHRREBEHRRSAEERL, LR, OHATHRIKERERENICIEARE R G
KMNENERSNHHEFRICES(F 1A, F 11B),

B-Q@ MREBHFEHNX (LE) BHIEIMEIEEREICLYERERAGERR, TOBRICIEIUTKOBE
KA (R 11C),
AR EEE S (FA) - I HICITIR/ZE (T — L T window defect, HEFTHAIZ I REFBRIEE D I
AR#RIE KM ERAAHDND,

B-@ ERAHEPMIRET ERG.EOG [IZLNDBEEETHD.

B-@ OCT:#EEsSE. MEERLEDEZLLAHoNS(K 11D),

PHOEHR
P B-OIRESEL B-QHENLREEF TRALLICLEDHHER-TIHRICEHT 5,

H11A R ERSRIREES AT ¢ H11B filMERBCKIRBIRS 207« (B 11ADZEER)
BREICEERREA AL, FRERPRMEN BRSNS, AIREFFICERBRLAHOND,

H11C R11AQREBRHN
HHE I EERICSVERL. ZORBEIEI T ROBELH
#HoNB,

11D E11AOOCT
ZEFRETIIRENE, BEER LEOFEHELHLND,
Fio, ERAERTIEREEAE KA BESN S,
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<EEESE>
BIFGADERDBERNN0.IREDEERNRLET S,

PO FEYE [ OVERSE E 3 H OSE I 2 1T B B S

1.ﬁ%v _%wéﬁmﬁ%\@E%ﬁé_%bf\@%%ﬁimﬁ&mﬁﬁﬁ&wﬁA =R
NORObDEHANTHZE LR (7272 L, SRR 2 T HRRIERE ThH > T,
RAREZe B DIZIR D),

2. IREBILAR IR D EAEE SISOV T, BUIREFERO T CIREMTOIL TV HIREET,
BT 6 4 AR Tl b EWVIREBZ EM2AHW+2 2 & & 95,

3. Tk, TEROBREN LROBEEESBE T EU LIS LW E TH 52, mEERER 4 kb
D EBRERFIZOWNWTL, EREERORSRET 5,

I
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