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1. BR.ZBOWTHIZERET S,
2. MERBEDET (<1mg/mL)
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M REXIEZFFL (<300/uL) . PHAHFL RIEDIEE D 10%KEDED . TN &YEHERFELCID
(leaky SCID) (&, RAMIMTHARE A2 ~ 47% <800 pL. 4% ~ <600 uL PHA%E 1t R G ASIE & D 30% 5
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SRMEEEDHFEMARELITETT S,

4. NKEHEFHEBTETT 5,

5. AT ERELINDID . IFHERB LV EIROBEEREISIET T HH1H %L,
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NI TEABEEPEE - TR
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1R ERAR MRS
AREBRAERE - B2 8 D EHIML B LR
6% & TIZ 50%. 8iEAFT 90% M BALMIZH S,
7. RETLER (REMESEKRLSE)
{BL 30% TIERERLEREZEDEL,
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o a k> 0N

9. T Dfth:
REAFAR.ADBESR (MEEREE AV RUVHERFHERERR) . KE. BE. MEQDREHRE
1t

B. EELREMR
1. b 7ATAUD LR (2R L. 95%T)
2. CEA DM (BRHBJZENH D, )
3. 1gG(IgG2) . IgA. IgE DIET
4. T HERIEDIET . CD4 [51%E T #ifa s CD4+CDA5RA+HRAD LD ET
5. BREMSTHIRE 2N
DUNBKREBRMESF RO EBARTLEM
BEZHICIX ATMEBRRETEATMEGFERZRATET 5. EEBARSHEREAELS,
fEREE LL T, Ataxia—telagiectasia like disease (ATLD) MY . MRET! Bz FEEZHS. B
BARSHEERRELS,

<. FAE—AVEBEFETE (Nijmegen breakage) fE I #E >
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A FEERKRAEIK
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REFLIZLDZEEM
AT IR A Z D TTE
DUNREMES. BRESODSHIBETHD,
B. EELREMRR
1. THIEHBOET
2. BHIFEDIET. G HITISRE A GE DIET. MDD LR
3. MAtiRE =S
DUNKEBRHEFHIRORBARTTEN
HEEZBTICIL. NBST(Nibrin) BInFERERTET 5. EERBARLSUEREAELS,

a bk 0N =

<IV. 7 )L—Ls (Bloom) FE{ZEE >

AL
A. TEBRRKRIER
1. INATG AR
2. FEM B FREESR
3. BA@EBEB
4. EIMFE
5. IMGHREZMEDTTHE

EMEBES (BIE. /B DEHIEERTHD,

6. HERFEDEHF

7. A

B. EELREMR

1. EEEDERIRBOONI-IGE &, MK REBEARSAD M (sister chromatid exchange) DHEE
T B, TIL—LIEIEEETIL. sister chromatid exchange MHEED EREHEHLND,

2. T HRBMIIEE,

3. BHifAMIIIER, "REITOTIMEDET,

FEEZHTIZIL. DNA NYh—E%E3—F9 % BLIM B FERZRTET 5. BLBREHEEERERX

b,

<V. ICF fE{&E >
WAL
A. EFEERRAER
1. FEARIEESR
BRI, BENEN.EE
2. HRREMN
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3. RERIAT £
B. EELREMR
1. TR SIERE L HAHVOIETIER
2. B ILB L HAHNIELIER
3. BAUI DI UMEEET S,
FETE W EL T, DNA AF)LIEIZE R DNA AF LSV R T2 55—+ -3b £0—F 3% DNMT3BE
GFEEZRIET 5. BRBEARLEEGERELESD,

<VI. PMS2 E&fE>
WAL
A. TEERRRAER
1. ZREEMICEDREERRE
2. hoxzAL
3. EMEREOEHEESH
EMEREE . KiakE. WiES. €0
B. EELREMR
1. THRBITES
2. B fifa%DiE L
3. 1ecGELEItADET. . IsMD LR
REITOT)U)ZRARAVFEEIZLD,
HEEZWICIL. DNA SRTYFEERICEEY PUS2 BIEFEEFZRTET 5. BLBR LSRG
KELD,
EREBHMSEL T FEEBENDHY . DNA SRy FEEEGEFE (MLHI . MSH2, MSHG.
PMS2) DEFEMIRARIIDERICLDEREHREBETH S,

<VII. RIDDLE fE{&E >
WAL
A. FEERRAER
1. GRS R
2. REFRLIZKDZ LM
3. FHERIEETR
4. FEEE
B. EELREMR
DNA ZE BB 2EEBIELL T ATM PHEERFOREATEADLDETHIH. b
@ DNA BEE LA~ DBEER) VI —FHBREL TS,
HEZEELT.RING B E3 AEXFUYH—E4E3—F3 D ANFI68 B FREZRTET 5.
ERAEARLSHERRRELS,
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<VIIL ¥ L4 (Schimke) fE{&EE >
WAL
A. EEERRKRAERK
BRREVBRIZISGESR. FEREETRE
T RE
EEREE
BEE
R REREICLS LN
EmMARE
B. EELREMR
1. TR0
2. Bl kR UREI/ DT ABIFER
3. EEZMELT, 2BEKVETILTIZEEY SMARCALT BIGFEEEZRET 5, TLEHKP
HEEERELES,

o a s N~

<IX. FH—bk> (Netherton) fEZEE >
ZWAE:
A. TEERRAER
1. ERMEABE
FLREALYRIET B,
2. EEEE
BERFFESTEL AV RELEETH S,

3. 7hE—AHE

EMRp. MEMZEE. 7TRE—HEEX. KA
4. KETLR
5. SREEM

6. —ER TR EER
B. EELREMR
1. TR ST ER
2. B#ifa%(LiEd . MFE D LR
3. NK fHfatgsEIET
4. HEZMELT, EERMRICERRT 5 TAT7—EA(VEES—%0—K3 % LEKTT &
GFEERZRET 5. ERBALSHERERELD,

<X. MIRRIER: Ak (DiGeorge SEIEE. 22q11.2 R&GEIZEE) >
Wb
A. TEERRAER
1. B RKBRMER RRIZ K BHIEHIL S ) LIMEIZ KSR
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2. WIRERRRIC KD 5 R
3. DR ERAFR
J7O—MEAE .. A#EARE DFR . KBRS B . B XBRS . AHEE TBREREEED
DFWBGE
4. FFRAEER
AEREMEN./DEN, BREBEZAESIIRARBE. BV AT /NGO, IMEEGE
5. BHEEER. SEREER
B. EELREMR
EDILS ™ LSE . &I FRIRIEREE T
T HRRRILE D RUBEREET
B ML IERE. R&ES QT ABIXIEEINED
EBRBREPODAT—TIVIZESLARDEE
 HEEZMELT, MHMERARRKERBFELTEENR 22q11.2 OMMREZE fluorescence in
situ hybridization (FISH) %> array comparative genomic hybridization (aCGH) IZTRIE 3 5, .
TBX1 BIZFDNTOFEN, BARMNFIHORBRICKELEENEET LD, BEBARENE
BIaZH de novo BIEHERE LS,

R N

<XI. & IgE fEIREE >
WAL
A. TEERRRAERK
1. BATJFIEREZPLET SN FTEMEICKIRERS LM%
2. IERPMORET ST FE—ERE R
3. Mm% IeE DEIE
Z3XHET B,
1RIE2BINHY 1R DZLDERI THADER. BEHORIZE . JEH. BHEE. BEE 0B
B.AEOREERELEDE - REER - WFDEELTEHT . 2B L. S5IC, HlBNFEME
EVAINR(BIAIRRIAIVA AGEUREIE) [T T 55 REME. PIRHEESHENRLN
%
B. EELREMR
T HRSIIIEETZA. Th17 MERIEEDLT S,
B MIMAIIEREL HEMMAELIETT S,
% IsE DEIE
ERREC TSRS ARG EMER
BEEDET
HEZWELT, 188 E ERBIIHFTIILD STAT3 EEFEEZRTET HH. EITERHEM
THYENICEZBARBHEERAELDIILLHD, 2B E IgE EEEHIE TYK2 ECFEEE
RET AN, EICERBARLHECHRAEZET S,

o a &> e n -
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<XI. FHOEIRRASREZFOIRESEE>

AL
A TERRKRAER
1. A0 E3AREASE
2. friRfE
3. R8T IR R
4. m/MRiE A
B. EELREMR
e T HRDIET
iCfE B M2 DIET

PN =

%o

<XI. EXMAIESREE>
WAL
TOAT7ROMFHEDETE

de 52
AR

ERREICTHFAOHIRFAHEORR
HEZHELT, MIRZICRET D SPII0BEFEEZREY 4. RRBEHRSHELERAZEL

EL. EITKE. N, AREEIHBMGREZE T 2EEF

EHAEEEHTHS . HNLEXREAIELRSEDMICKREIEER THS Hoyeraal-Hreidarsson
JEI%EE. Revesz EIZE D, A2 THABEF BB M ORKMEMIGHIELE N FET D,

A. EEBRRIER

BT ERTOEREABLEFRIEL., BRTERV1DLULOKRIERE2DLED/IMNERE ET=

TIHESITHET 5,
1. B2

—RFU LD MBI EBERIERRERD S,

2. KEEK (KR RS . #hERATR)
DBRKBERILE
2) D ZEHE
3) O R AR B BEAE

3. IMER (ZDHD B IAFTR)
1)EEZNEL. B8
2)WFDEE
3R %
AHEER., FEEE
S)HFEE
BIRERE
TEMES
8)/NBESE
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9)/IMii 2%
10)EHERIE
B. EELREMR
. T R0 R
. B IR E D iE L
. NK HERE B DR EHEEEIE T
R Bk
HEEZHELT. ZBATOATZROGMEICERGEGTFHOEERZRTET b, X EHMER
fis % &% DKC1 (dyskerin) . B BARMRKXE LD TERC, TERT. NHP2, NOP10. TINFZ2:EILF
BEDEEZRIET %,

a A 0N =

QEMREFLETLT KA
<L XEEEH U< 0TI mE>
PWAE
. BIRICRIE
CHRA~BHAENSREEEIIHMN OIS
CIMERESOTYAEER (16G<200mg/dL, IgA B IgM [EREELT)
. KA1 B HEAE R 18 (<2%)
Rk, U NE SRR
. fRatE RERE L IEE
CRIEE (B, BARABELESL)
. BTK BERFEEFIEIBTK ERXRIE

0 N O o b~ ON =

ZRICBEVWTHREL. BERBRUREFENSRALA-VWEEEBALHEELA /DTN
FHET . TORREGEFELTESE. lgalgh b.BLNK A5,

<I. PEFRERRERLMED>
PWAE
1. % 1gG DERLGIETZERL. gA RU 1gM DIETZEHS
2. PRSI A RIGDETEIEIRIE
3. TOMDRERSEIGRNE

- TACI. ICOS. BAFF-R. CDI19. CD81. CD20. CD21ZEEHIAHEINTILNS
<Il. & IgM fEIZEE>
b

1. M3 G, IgA. IgE DRIBEHES
2. Mm% IgM (FEE X (T EE
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*CD40 YA R (CD154) EEIZL D X :EHES [eM EEHARLZ VD BEREARLMES M EIZE
ELT CD40. AICDA X%k AID., UNGZERIZLBEDLH B,

<WIV. IgG YT Y5 RARIESE >
PWAE
1. REMEODEEREEEZET S
2. 1DRIFFNULD [gG HTHUSARIE
3. F—3)LD IgG [FEENEREITEVEETHD

<V. EIRH [gA RIBIE >
PWAE
1. M7 IgA DAHMET (MLE 1gG RV IgM [XIEFE)
2. AU LE(ABUTTIEME A NERELTIFTRBFEENAVETHD)
3. EA T/ OJU MEEET HDEENRS S TS

<VI. BERAKREETLE>
PWAE
1. SRV OFUICHT BREHNET
2. 1gG. IgG YT UFR IgA, IgM. IgE (XIEHE
3. ZOMDERMER T ZREREEREFSIELBRNASN TS

<VIL. FLR—@MHEH <5 0T mfE >
PWAE
1. 1% 1gG DN EFRHEEDIEEBED-2SD XiFHTHD
2. T MFREST 0T DOEIEEHAEL
3. £%k6m ALK
4. TOMDRERFEEREREEIBRSASA TS

VI ZOtDBEHERERLEELTHHEED>
“E/YE—T7 M)VYE—8  ERXMAILLFLEIZKBIEA T/ OTYVIEEZFSIBHREREN D
%
1DORFZENULED G RV A YT ISRADREEES . REFEIF ATV EHOEEXIRELH
%

@ EREES

<Ll. FTTF47v% - (Chédiak-Higashi) fE{Z & >
(2B AE]
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A. fEIR
1. R, B2, RICE TS5 MEFIE
2. —fRLEEICN T D5 RSN
3. MEEEE . EE . MEAA. XEARESZEOMRROEE (L. 90 HICIFB LT,
HEITH)
4. HnfEm
5. MXERAERFEDEH
B. REMR
1. BMEAOEXREH (STAONLAF T —E OB I+ R IT74—E N EHE)
2. NK fifEEDET
3. MRS EM T MEOHEEES
4. LYSTEEGFZEE

SR LYSTEIGFEENBOONANIL, BEZHIND,

S AMBEFEFFEIEREREFRSET. AMKRKADOBEXEHZFROHDIHE . RED TSNS
LYo

-FEIZRERZ Gricelli FE{&EE . AL RAFX—+ 7 K594 (Hermanski-Pudlak) SE{&EE A ENS N TLVS,

<IL XIEEH' >/ \ETEAE 1R EE >

(ZEAE]

A. fEIR
1. EB DA JLRIZ & HHIEHIME S 14 B AL
2. MXEBAEIRR
3. &A=/ 0T M
4. SAP RIBFETIE. BEHVUN\E. BETRMHE M, ME X
5. XIAP KAEHE TI. JRAE. Rz %

B. REFR
1. Y2 RERIZH 115 SAP XL XIAP EERFRBEDET
2. SH2D1A X% XIAP/BIRC4 &I FNER
3. 412\ )T NKT iR DET

*XLP [Z[E. B4 T 10D SAP RIBFEERAT 20D XIAP RIBENEH SN TINS,
JRAIELTBRIZRET 5.

* SHZDIA X & XIAP/BIRC4 Bz FITHRMEBEENREOOANIL, EZHSNS,
-BIRTEED EB DA J)LARLFEZFRE. NITMKEBEERRZRBYRITBEICIE. REFES.

<IIl. B REME) 2/ \EHEEEEE (ALPS) >
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(MR E )
A. WIEIEH
1. 6MWAZBATRMICEET HIFESME. FREEDOVU/NEEBRELJIRE. XIEZ0Mm
A
2. CD3'TCR a3 CD4 CD8 T #lifa (4 T ILRAT47 THERE) DM GGRAFML) > /BRI EE X[
ML TWSIBE T, 2/ Bk D 1.5% L1 EXI(E CD3 T HIBAM 2.5%LL L)
B. +®IEH
1. —RIEH
1) Vo RBRO 7R ADEE (2B QM LI-RERENLE)
2) FAS., FASLG, CASPIO DWE N DEBEIEFITH T HAMEX EEEHARIITOEER
2. ZRIEH
1) %% sFASL(>200 pg/mL). M#E IL-10(>20 pg/mL). MEXIFMIEE A B, (>1500
ng/L) . M#E IL-18(>500 pg/mL) DULNF b DN
2) AWML RERBFNAR (BREELORBREFEICLD)
3) BEAEMMEKED GEMMEE M., m/M MR X IEFPERED) M DS o/0— 1% 16 DIF
an
4) BEREDOHEIIHIDOLTIEESHE IEREMED) 2/ ERIBTELE D R IEE

-WAEEH2DEFFEREO—RIEB 1 2&E-E L. EZESN D,

“WBER2DETHEBNM ZRIER 1 2ZME-t I, REDAREMEAE LY,

-FERRIRBICTHAR—R8RIBSE. RASEHEB 2 RE M/ IEFEREIR B4k & & (RALD) . FADDX
BESHLNA TS,

<IHBIIZIBIFHEDDED ., RERAEIES >
(ZEAE]

ZTOMOREREHEFTLL T, RIEORERAEEE (FHL) AV DA RELNEELREEE
F5BCREEZIRERND WAL (APECED) | IPEX fE{ZEE, CD25 RABJE. ITCH KIS E HYEI
bNTLVD,

KRR MIXRE BAE R (FHL) T, EERO—BRRENSMDOFRICEIMIKE BAEERFEFHLE
AT HLIEIR#THD, FHL DREIZIE, FHLI (REEEFARB) . FHL2 V=D + U RABE) |
FHL3(Munc13-4 R484E). FHLA (Syntaxin11l R8JE) . FHL5 (Munc18-2 RI&fE) AFIHNTULVS,
FHL2~FHL5 Tl TN TN DREEEEGCFOEENROONNIE BEZEIND, Ff-. ThTh
DEEBRBFBITIZEDRD) - D AIRETH B, NKHERRE M OHIRRE E 14 T M OREE T —i%
[ZIEETT %,

APECED [ER 7 MEREE . IPEX fEMREF (X BIEHILIIERBDIEZS R

GORFMBMABHEET £ R VU RIBIE
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<l EBfEFZXRMIFHERFDAE >

1. SR BEHISORET D EEME R EAE

2. 25T AR ERiE > (GRAE M AT S BR At 2051200/ mLK )

3. B CEMBAME RO ERK~ER KL EHERERDD

4. BERIDEEFEL T, ELANE, HAX1, GFI1, CSF3R, WAS. G6PC3hZE fbh b
FHERISRI—EEI—F T HELANGEIZFDEEN$I60%

- Z DI, HAXTEIZF X GAINEIRF . G-CSFRBARTH S CSFIRERFDEE. Wiskott-Aldrich
Syndrome protein (WAS) DIEFEEMR LR, £ RXMILKEE. SEIRILIR. WREBEREEEHES
G6PCIEILTFEENHD,

<II. BEAMELF A kiR AMiE >
1. $921 B E#A TOEFhERiE D
2. AHIT—BL-H#. ONE, 25BER
3. 3~5HTHALRET %,
4. BFFREKE A (RAH AT Bk 4t 0 AY500/ UL KR )
5. XX LB TIHPERISRE—EERF (ELANE) ZENEDHOND,
REMTOMBRREICEITLERBROE ERE~BRR) HNELNEH. BHIZ&->T:ES:
OEHENSDEERITELL,

<IL IRVTIIZHBITH3DDED | BHEDRZRBET-L HIFREKRAME >
Z DI HENERAEE DIFhEEAELL THRALGEEEGRFHIHALHILG>TEY. &
HBZHIENTFEEINDG KRG LDEL T, AT RF—/FFY% (Hermanski-Pudlak) SE{&
238 (AP3BY) . GriscelEIZ R 284 (RAB27A) . p1ARIESE (P14/MAPBPIP) . WHIMJE (&% ( CXCR4)
PHERRLE (GPTNIRENE Fond, EEEGTFERNMNITRT,

<IV. BlEBEFEHE >
LADZA T1:b24 T 0 D RIBIZK DIEFEREE
CEBBEANSOMEREE
. SRERRTE D R IB R | FE TR B AL . BRI 2, B
. BMEEESE
. ML RE. BEERE. ERAEDET
. 7A—HYARAN)—[2LBCD18, CDITDRIBIZTEZ ish 3,
. BEEEERFILINTGBZTH D,

LADZA TNE L IFUIAUEDTaAL L RIKIEMIRIBIZEDIEFEZT THY . LADZA TIDfE
KICINZ TR EEFNEDONS, LADAA TIILADZA TIDFERIZNZ THMAERAHY .
b2A T EHBEERT BKindin-3DRBIZKYET B, BEEGRFIEXETNETLFUCTI(BA4T)
EKINDLINI(ZA T THAH, SEE THBH TELY,

iy
TH]
@
i

o O b~ WO N =
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<V. 22Ty -FLTEEF (Shwachman-Diamond) fE {& & >
1. BREASHER
2. FREREAMEIC LD B R RN, A, M/ MMRE D
3. R MEE
4. BRRERE(BEHERGE)EHIENZN
5. BREMAMAERN. AU ERERNKRERET SN BN
6. 90% TSBDSEIGFICEEMNRBHONSD

LEEERFRAEIR DL L SBOSEIZFREMICKYREEZHTICLN =5,

<VI. BN EE>
EMBRREEFPERNEEICIO—ILDOS5%ERET, FERDIB1DZEH=T,
1. $AMRBBRPE HE5—EBUE. ERF) ORERE
2. RIE.VU/\E, il JHEE . REBRIGEDUVFEAERFER L
3. BRHfEREREE TANBTETAEEIIDHR-12BEICTRHONIIHE
EEREBRERRVRERZROLELUT OBEGFHETICEYETEZIICI =5,
gp91phox, p22phox, p47phox, p67phox, p40phoxMD EE LY EHERERELRENMET 5 EEH
o

<VIL STARLFFIF—E RIESE >

. BRERSMER

2. FHEROMIBAFREREET

3. AU RERE (5%KiH)

4. WFRERDOMPOZBEIZLDHMPORIE, iH

5. BRAERIN. BIEEKDEFHZ LY

ERRERRRAER DHLEMPOEGE FREMTICKYUTEE ZERICLNM =5,

—

<SVIL AT IVEERE T A\ T)T 5 BREIE >
1. BCG. &It RIS T 55 KR M
2. YILERSZEDHBEANFTLEERREICLLIERL
3. ZRMUERR
4. fthDEZEIEICHR L TIEZBREEE RIS
LRREERERDBLELUT DBEEFHENICEYEEZIRICIN -5,
IL12B. IL12RBI1. IFNGR1. IFNGR2, STATI. IKBKG. CYBB. TYKZ2. IRF8, ISG15

SIVHBLVIIIZIBITAEDDIEZA . BMBKEEERE >
AMBREREREEFRT LR LS DEKE

CBEARREERER
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L REREETHSIBETUENEERRESE

II. IRAKAR B fE

1. MyD88R 184

V. BHREEN OFIE

V. IBBIVIZIBIFRE0DEN. BRRERE

WA
BARREICEVWTEEGREZR-I N FOARMEREH DV IIHERELHY. TLIZED
BARREHRBORECI>THBRREMEZETIRETHY. Z<LDHEE. TONFORIEH D IIH
REBICEEMNICHETIEGFEENROLND,
DT, FREOFHBGERRKEICINAT, UTOVWT AL HAHEEERANET D,
1. ZETHDFORENMATESSE
2. BETHEGFEEDN. ZE T FOREOHREREICRUMACCEAERMIZEIATESS

AN
A

3. BET AN FPLEIEGFORENGV. HAHVWEFRERABASATOGENA, ZETHRED
REDIRANGREBLGIRRE, REFHH IV ED FEVFHFEZAVTEATELSES
4. ZRERMEN. ZHTHIREUNTEIEZHICHRATERMGS

COREL LULTOXIICHlR SN DTS, ERRDFEICE-TENT 5,
RAHBALTVWSEEERFEERFBIMAICITY .

REFEEHSIBETENEERRERE (JKBKG, IKBA)
BTHENEEMREELBRAORBREISHTEHBREEERRET D BTECHEERRT
EDER. ZRREOEEIHRLTHD,

IRAK4 RA8JE (IRAK4)
FRIRE . TROKE ., EHEKE . FREEGE LR ETEHE RLEEEHET 5, Ik
BHIZKDILRBMEREE X XFETENTL,

MyD88 RAi&4E (MYD8S)
IRAK4 RAGHE LERRIZ (T FRLIL TLVS,

SR ESIEN A RE (ILT7RAL ILT7F. STATI. ACTT)
BRECHIE, TOEREMNEAVOFEEETEIERETHS. MERFIT—BHNICENTHIMN. K
IR ITRET ARSI LIREETHS, B REBOEREIIFEHLELY,

HhOBARREESE
ZhlZlE . WHIM (warts, hypogammaglobulinemia, infections, myelokathexis) JE{&EEE . TEEHR R B
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B E ZJE (Epidermodysplasia verruciformis) , BN LR R[N K . CARDIRABSE . R') /X)) —<fE
(Trypanosomiasis) B\ Y . TN F . CXCR4, EVERI/ EVER2, TLR3/ UNC93B1/ TRAF3/ TRIF/
TBK1. CARDY. APOL-IINE T EBEFTHD.

DERMEEERBE
I EXRMEFARRIBAE
I EEMEMEEZE (C1/ o EE2—RIBSE)
0. I RUTIHBIFHLDDFEMN, ERMEMIKRIBAE

WA
FRIRIL 30 IR E DR GHEEZ LD FRTHY . ERMGRIBICKDEERIER IR R THD,
REDET DL

1. FTARIGEBOESR

2. BERICEBOESR

3. HEAF. RUTOZERDEERE

2 1T6N%, 1TIE, RIETHHEARRS CEEL-SBREMLITTE £ 8T TIN—TR$E
LlOEERBEEBENEIYOTV, 2TH. TRV T7RICHIT 5B EMUN RN . £ 5T
TIM—TRGEEDBCREHRBDHEE(FDVLHL, CO REEIFHBAATHEENAS UL, HEXE
[CEBHILIRMHIERDEENEEAIYVEENEENS, 3ITE, C1AUEES—RIBICKAHE R
EIiFHE. R Factor 45 Factor H, MCP I3 E D E 2D EREIZLDED A HY . % E (XIEHREAM
T FRBAEGEIREE (aHUS) DIRE E% D, TS TIE, aHUS O, HARICEDHBEMEE T HRMEMRER
BRREICDODVTIK MOATIV—ICBT LD ET S, MARIBAEIZ LI EE O M Dbz ERE
EEZECTLOLHD.

HARRIBEIFLL T O LIl SN S,

R MR RIBE
EREHARBIEX. UTOLIICEICHAEEINS BEHHAL TV SEEEGTFERRIE
MMRITRY , WL, A S DRIBZEIAT 0. WL T BT EGFICTNICERERBEL:
EREZRDDILTEOWN TS, 48, BREECECRBEREZICHBLTEZAHHRDEESICK
B REVGIHAR S DIETIE. COFREBICED TITHESLL,
Clq RIBJE (CIQA. C1QB. C1Q0C) . Clr RIGJE(CIR). Cls RIBEE(C1S).C4 RIBJE (C4A.
C4B) . C2 RIBJE(C2) . C3 RIEJE (C3) . C5 RIBJE(CHA. C5B) . C6 RIBHE(C6).CT RIBIE
(C7).C8 RIBJE (C8A. C8B).C9 RIBJE(CY) . Factor D RIBSE (CFD) . Properdin RIBFE
(PFC) . Factor 1 RA84E (CFI) | Factor H RABJE (CFH) . MASP1 Ri&JE (MASPT) . 3MC JEIZ ¥
(CLKT) . MASP2 RI84E (MASP2) . Ficolin 3 BE5ERER2IE (FCNSI)

EEMEMESFE
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http://www.jsn.or.jp/guideline/ahus.php
http://www.jsn.or.jp/guideline/ahus.php

ZNIZIZFUTDO3D2DHEENETNS,

18:C1 AUEER—DENE. EEEELITETLTLS,

28 C1 AVEES—DFEHEIFETLTLAA, EHEREEXITLERLTLS,
B EERMETHAN. Cl 1VEEF—DEE. EHELLICEETH D,

PHIE. BEtmEEZEDEKREELEIC.C1 (VEES—FHERIEL. EEED 70%LL
TThHNE. REERZEH T EEENERZEEELZE TS, GH. HIERD C4 EDQEMEILZH
NEELS, SRIIBHOTENTH AN BEMNLERKREETEL . REEICEDHLANIE. C1 A
VEEA—EMMNMEETEKTH EEENEHFELZHLTRINCAETEA,NSEHRESH
TLVELY ),

([ EDDERERARRBE

FEMEERRGZEL, HEBSORIBEEENICERBEL-EEEGTFORENHERETEN
(LW B,
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<EBEEESE>
RREERETSEEBFEERICOVT, FEELUEERRET S,

B
BT, ARRE(AERFOREEREORESEEL, ). G-CSF Fik. REFDKRE. URERE.
ATAMRRDERE ., fEINFIROKE . fBSEROKE. BRTHE. BRPETHEE. MRS
HE., BEIEEAT ., MEERDI5, 1 DL LZMGHICERY 2 (MGHNTEELEHOTHRENALILLE) S

A
Ho

EIJ%E
LEABRMNBRGHMICIIDETEMES

ﬁﬁ'ﬁ
|:| II:I ﬁb\T%@iﬁ

KBWILYE L OVEREE OIS BT 2 HE FIH

1. Wt2h _%wé%ﬁﬁﬁ\ﬁﬁﬁﬁ%mﬁbf\
NORHOLDEHNTH ALK (727210
RATREZ2 H DIZIRD.).

2. IREBIAZIZ T A EAEE SISOV T, MUREZEEO T CTIRENMTHOIL TV AR EE
ST, [HiT6 7 H M Thed YR %EEHM#ILE*’F% LET D,

3. B, FEROBEN LROBEESFE T ELL LIZEY LERWETH LM, @R ER Ak
5D EDRBERLDIZOWNWTIE, EREMROMNSR LT 5,

B RUE FICRF B DI EN WA, W
IR DFE rﬁ%fﬁﬁ%f&of e

Ue
'x:mh _L—r\
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