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BIHEETORINEERIFLRNIZETT S,
2. EXRMIZITBRICRE
3. BEERMMTHEENKHEEIE BT TZRL(300/ul). BHIFEEILIESE (T-B+NK-),
4. PHASHEL RIGHNIEE D 10%K i

5. E|E~EA 7T OT)UIMSE: HAERK, ARIEBENSDGEBITRENEFET 5-0O0 T LLE
EL7EBTRY, F-IgGEDEREEIX A EOFERIZE > TRECRELD,

6. common Y (Yc) SHEELFNDEEIZLS,
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Y B FRITCEGTFEEFTHRL. BEZME1T, Primary Inmunodeficiency Database in Japan
(PIDJ) (http://pidj.rcairikenjpo/)DBE IR I+ —LTHHK T HZEMNTEESSHIZ, —EDEERTIETO
—HARAN)—ETYU/NERKRE ¥ cBEHERBINEITOTLNS,

WICENALDTHENEEFLIZY, ZEN—EDUU/RKIETEEICRES (reversion)IRRMNEES
NTHEY, THIRANEFET HHLHFEET S0 T, EFERICEHICHEHRKT STEAEELLY,

<T HBHFEERIE>

1. BEERByAURNICEMRBRRZECHRALGEERBEZREL. RIANERTHDE MR
BEZITORTNEERIFURIZETT 5,

2. BR.ZXRVWTNITHLRET S,
3. RAFMTHARD (F RIEFE =L ZF <300/ ull .
PPkt RIEFE -1 E <200/ ul
4. HEGITIREUHBEZET S,
5. PHASE 1L R G AN IE & D 10%K 55
6. BRI LESZTDOEHMR
1. B~ AT OTY M HAER Y ABIEBEI S DIGREBITMANFET 5O TLLE
EEEDIL, - GIEDEEEXABOERICK>TRECELS,
8. SFRABITIBERRMAN. BMENMBERE. BRT2LOBNILEHTHD,
9. adenylate kinase 2 (AK2EIZFNEHEIZLD,
AK2BIZFHRT CRGTFREEEHERL. ELZMZITI,
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D B E K T +— L THH
THIENATHE

<l 757/ UFF734—+ (ADA) RigE>

1L BEERBAURNICBMRERREECHRALCEERPEZREL. REHARTHLHEMERMRE
BETHRITNIETERIELURICETT B,

2. BR . ZBWITNICERET S,
3. BEFRMIM) D /ERAL TRIBEFIXZERF(500/ul) L(T-B-NK-), THIREIE RIEFE - F£ZF H:<300/ul
4. PHAS &AL R HYNIE B D 10%K i

5. |~ {EA T/ 0TI UM HAE Ry ABIEBANSDIeGRBITIMANFET 50T LLIE
EEGBIEL, F-RGEDEREERASBHPERICE>TREELD,

6. FEEN. T8 HBOEHLELSALND,
7. RAEMEAZBK, SRR, $RHESF MG E DADAEMENET
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8. ADAEIEFDEEICED,
ADABIEFRMT CEIGFERZHRAL. MEZMHZI1TI.
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH IR T+ — L TH
THIENARE, SoI2, ALBEEXRF/NEF CTIE R M B ALEK . IR EROHRHME SF A DADAIE M BRIE A
AlRE, FRICTEALDTHENEEFLIZY, ZEN—EDY U/ ERSETIEEIZRS (reversion)IRRAER
BINTHEY VUMD FEET SHLFET SO T, BEFMERICEEICHK T HIIENEFELLY,

<V ZA—H*> (Omenn) fEIZEE>

BEERRyAURNICEBMRERREZSORALGEERPEEZREL. REGRTHLEMEFMIBIE
EIDORITNIEERIFELURNICETT B,

1. $EAERRAEIR
ARFUVIKEYDBBHREERE. Vo \EEX, FFEE, 5=REMHGE
2. HEHRERR
KA M THARS (FFAECO300/uDL . FFERBRIENN ., BIEMAEZ £,
3. RAG1. RAG2ZETCEEHEESRETEENDREIELFOEREIZLD.
RAG1., RAG2LGEDEEFRMTTECFRERZHIEL. BEZWZTY.

Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D EBE R T+ — L THIK
FAHEMNTTRE

<V FYRYLFIRRRKR)S—E RIEHE >
1. BR. ZBVTNICELFET 5,
2. MEREEEDE T KT mg/ml)
3. BERMMTARIETIEITEOL., BEKILEEBEINBLT 55E81H5.
4. RAHMEARZER, FRODER, R4 SF ML DPNPEMIET
5 PNPEIZFDEEIZELS,

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

<VI CDS8XRIBJE>
1. BR. ZRWFTHICERET S,
2. BERMEM) > /ERIZIEEH, COSIGHMAANRIECDS 0 B F RN TR FEEFHAL. KT
ZWETS,

Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcairikenjp/)D EBE IR T+ — L THH
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WT B LA

<VI ZAP-70Ri84E>
1. BR. ZBVTNICELFET 5,
2. WERMM >/ Bk, THIF(ZIEE A, COSEEEMAE L RIBFE = 1LF 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 MHCYSRIRELE >

1L BR.ZROWTNICLRET L0, BERDIEELHD.

2. CDSRE M MRAAY L

3. U2 /NBRHIREREMHC class IDREIMNRIEF(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. BRIZRVWITNISLHRET S
2. WERMIMN' 2/ 5K, THIREEILIEE 724, CO4R5EMAE AR A
3. B#ifa REMHC class IDFHIWARIE

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

5. AN EF L EEFIXRFXANK, CITA. RFX5. RFXAP
RFXANK, CITA., RFX5., RFXAPEGFHRMI CELCFEEZTHEREL. BEZHZITO,

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

<IMSXFETIZEIFHLODEFELID ., EEREFEE>
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BEREFLE CDIETHER. BHERAEDREFEZH S I-EBEDRMHTHD, 2011FED
UISH BN ELFE THI0LL EDCIDEEETFHBALMHE->TEY ., SERBSSITER 52 ENTFEIND,
20135 CIRIES N T=CIDEZ Wicriteria(JACL, Nov27)IZk & EEEICID(SCID)IEKREMTHIEA R I8

FIEE B L(B00/u)PHAH F L RIEHNIEFED10%KFEDHLDZEN LY BLERAEACID (leaky SCID)IEFR4H
M THARR AY2~ 47% <800 ul4jF ~ <600 ulPHASIE L RIEAIEE DI0UKRED LD ER SN TIND, B<D

CIDIE, YU/ ENENDI VKD BDFL>DAERELGEICL>THAEER AN ILTRETH D,

ZLDCDIE, YU NBROZNZEND U NP BEDOR D DFEELGE 1L >THHREER AT ATEETH
%, LHL. RERHGHEEZHOEOICILEGTFEMNIBETHS, CIDOEBELEGTFHETIIDONTIE
Primary Immunodeficiency Database in Japan (PIDJ)(http://pidj.rcai.rikenjo/)D EFH IR T+ — L THH
FTHIEDTHE

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

B. EELREMR
1 NR /MR ZE S I/ MBI E S,
2. T HiRaHDE A& CO3 AFIHISH T A RIGIETAALNS,
3.BHiRATIIAES OTY K IgMIET . IgA L8 . IsE L F%RH 5, ZEEHK. RiE
mEkEERMLEEDHFERAFELEILETT 5,
4. NKEMHFFEBTETI 5,
5. AL IERE ESNEM IFPERE KU BEBRD W ERIFIET T AHIH LU,
FEEZERNICIE., 7O—H AR AN =KL D WASP EEHRIETE WASP HHWLE WIP B FEEZRE
95, WASP B FEET X EHME WP BEGTFERIERBARSHEREAEZLS,

<T FEHnEYLsREMEESKFE >
WAL

A EEERRIEIR
1. HITRAR ERICBAL MR DS ITRE (RERRER) - W FAER
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BRIHERITET 2 ZHD 5 BETORICITETHAIRISNEILELHS)
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 RV IEHKFHRERR). 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. EELIKREMER
1. T HIRRHDET
2. BB ODIET. .G YT ISREIGA REDET. MDD LR
3. MRS 2
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D2 \BRERHESF B DR BARTFREN
HEEZETIZIE. NBSI(Nibrin i B FERZREY 5. FRBASHEGHKAZELS.

<INV JJL—L(Bloom) fE{&Ef >
ZWAE:
A. TERKAER

1. IMNRATG AR

2. FEMGE B RREETR

3. B @B

4. EMAFL
5. MAHRRERZEDITHE
EMERES(BLRKE. VoNE) DEHNEETHD.
6. HERBEDEH
7. &5

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

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

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

B. EELIKREMER
1. T MR BTV HEHDIEIERE
2. B HERBITR D HAHVITERE
3. BAUIOIYUVMEEET S,
HEEZETEL T, DNA AFIJLIEIZEEL DNA AFILESV R T5—+-3b #3—K9 % DNMT3B EIZFE
BEZREY 5. BRBALHERERE LS,

<VI PMS2 E&E >
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ZWAE:
A. TEERKRER

1. BREEMEICLDRE M REAE

2. hozALH

3. BHEEOERESH
EMRES. KIBE. WESR. €0t

B. EELIREMER

1. T HRaKIEES

2. B HiRa% D E A

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

<VI RIDDLE fEfEIZEE >
ZWAE:

A. TEERKREIR

1. atRERZRMT

2. REFLICLLPREMN
3. FFARIEETR

4. FEEE

B. EELREMR
DNA ZEHHIBEICR T AEEMELL T ATM OHIEEFOREAERABETHLHH . oD DNA
BEMEIANDERER)7IL—REBELTNS,
HEZMELT.RING B E3 AEXFUUH—E%03—K3 % RNFI68 BIZFEEZRTET 5.
BEREALHERERELD,

<VI < L4 (Schimke) fE{&EE >
ZWAE:
A. FEFERAEK

I BRREMRICLIESR. FERREFS
2. FHIEHA

3. BBIREH

4 BHEE

5. MFAMERBET 2L SR
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6. EMAE

B. EELREMR
1. T #RaE DR
2. BB LU REIT DT ELEE
3. EEZHELT, 2BARYET ULV IZEEY SMARCALI BEFEEZRET S, ELEK
sEEREXEES,

<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 STiR 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(EEE) >
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, A XBRS . AEHE THIREREEZFDLHFBLGE
4. FFEMEER
AEREBELEN. /NEN. BREGBEEIRARMAE. BEOAPR /NGO NFEELGE
5. FEMREER. SEREER
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B. EEUREMR

1. BHILS D LINE. BIFIRBRIEREET

2. T HRAKILBL B IUHEEET

3. BHRISKILIER . RESI NT Y MEIXEEMNHD

4. BBRBREOLDHT—TIVIZEDLIERDORE

5 EERWELT. MHEBARKEBRBLLTERK 229112 DM R K% fluorescence in situ
hybridization (FISH) 4> array comparative genomic hybridization (aCGH) [IZTRIEY %, - TBX1 E{zF
DNTATENFRMUFROHRICKELEENEET HLcnd, BEEBARBEELGHE KD de novo &
R ELD,

<Xl & IgE fEIREE>
WAL
A FERRAEK:
1. BERIFVBREZRLETHMBNTEMBICLDRERES Stk
2. FERPIMDSRET H7E—MERE 2
3. % IsE DE1E
3 EHET D,
1RE2BNHY 1 BHOZLDEFITHADER. BHOAZE. mUEH. BHEKRE. BEHOBMHE. 7
WOREBIELE OF - EER- WA DEELTEHT 5. 2 2L SSICHIRRNFTEME V(LR (B
ANILRZIDA IR AR EEERE) (T 55 BREM, FREREHENRLND,

B. EELIREMR

1. T #REITESEZA. Th17 MRIEEL TS

2. BHIRAIFERED . BEMRAEEIETTS

3. % IsE DE1E

4. ERREICTIEMIFIRE ARG EMER

5. BEEDET
6. EEZMEL T, 18E Ik EEETHTYILD STAT3 BIEFEEZRET S, TICHFEHETHYRH
[CEZBAREBUHEGHERZLLIENH D, 2 BE IoE FEEEHIE TYKR2 EEFEEZRET S, £ICE
LEALSHEGHAZET S,

<XI HFHDEARFASHEZHOREBEFEE>
WAL

A. TERKAER

1. A ##AREASE

2. FTRERE

3. RIEY DRI RS
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4. I/MRIED

B. EELREMR

1. ief8 THIFRDIET

2. ;oiE B HERDIET

3. BfRREICTHHDEIRFAEORR

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

< ZXMALFEE >

WAL
TAAT7ROMFHEDEETEZEREL, EICKE. M, AREMEICEBNEREZE T 5EGFEHTE
EIRFETHD, THRANGEREBICFLEDMICRELE L THS Hoyeraal-Hreidarsson FEIZEE . Revesz fEIE
HEofh. F2UTHIBEFBRHAMORKEMGHELRENFET S,

A. FEERKRAERK
BELERTOEXREAILESRLEL. BRA LT 1 DULOKRERKRE2DULED/MERER-THE
WY 5.

1. BRAEIE

— R LOMKED EBRIERBERDS
2. KEER(KE . #EIEFTR)

DRBERILE

)M D £z

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

DEZDEKL. B2

DT DEE

IMIARE

HEE R, FEEL

5)FF[EE

6)RIE LR

NEMEES

8)/INEESE

9)/IMixi 5 3

10) B HHERSE

B. EEGREMR

1. T MR DR
2. B il DR
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3. NK iz $DiE D EHEEEIR T

4. RLIBRE D

5. BEZWELT. RERTOATROFIHIEELECFHOEELZRET 5. X EHMERE AT LD
DKC1(dyskerin), % & &, X% L5 TERC, TERT,. NHP2, NOP10, TINF2 B FHENDERERET .

Q® HHREFELEZELTIERE

<1 XEHE|EHOH/OT2MIE>

il

BIRIZHE

A& 4~8 MAEDSREEICHDY LTS
miERESOT)AEE R (16 <200mg/dl, IgA BELY IgM [FBEELLT)
KA B #ARIE (<2%)

Rk U N\EILR B EE

RS R RE (X IER

RIEE (B, BARIBELEEL)

BTK B FEEF-(XBTK EEARIE

© N o g bk~ =

- TRICBWTHREL. BREBLESVICREMENSRBILA-WELBALSHELN TS/ OTUATE
TET%5. ZTOREAEGFELTuEHE. ga. lgf . 15, BLNK i’H 5,

<I DEFERBEFEE>

il

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

3. ZDMDBRERLIEILEN &

- TACI, ICOS. BAFF-R. CD19, CD81., CD20., CD21 ZE{IMHEEINTLVS
< = IgM EIFEE>

Db

1. M%&1gG. IgA. IgE DXRIBEHFS

2. MF M IFEBEF-EEE

» CD40 JAUF(CD154) EREICED X EHE M ERFNFRLEVD . BERBRSMR oM ERFELT
CD40, AICDA F1=[Z AID, UNG ZEIZL5EDEHD,

<V 1gG YT HUSARIEE>
ZMAE
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1. REEDEEREEEZET S
2. ODEDFERIEFNLULED 1sG HTHUS5ARIE
3. F—AILD IgG IFEENEEICIEWVEETHD

<V ER IgA RIEE >

PWAE

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

2. AU E (A BUTTIXIE 1A DN EEFEL T HETRESEHLSIDETHD)
. EAU=InIYUMEEFET HthDEREMRIASN TS

<VI HERAKREETEE>

i

1. BREERDIOFUICKHTERIGHET

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 mFEREST QT OEIKREHAL

3. &6 MALIE

4. ZTOMDEFEEREFEELSBRNSNATND

< ZDEIDREREFEZELTHRE>

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

- WEDFERTAULD GG E IV A YT ISRADREEZHS . REI ATV EHOERFIRELH
Do

@ RERSES
<1 FIT47v7% % (Chédiak-Higashi) fEIEEE >
(E2ErAiE]
A. FEIR
1. RE. E2. BICB T35 9B FIiE
2. —fRLIBA I T D HBREM
3. KIREFEE. =& /NNKH . RIEHRESEOHBEROEE (LY HICIXBILT . E1TH)
4. HMm{Em
5. MEKERIERED S G

B. REMR

1. AMBRAOBEXREH (STORLAF I —EOEB I+ A T72—EH51E)
2. NK HRE;EEDIET
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3. MRS EM T MR DOMEERESE
4 LYSTEIGFZEE

RIS LYSTEEFEENDRDOONANIK, BEZIIND
OB FEFFIEREREFRSET. AMBRADE RBERZEOIHE . REDAREENF L
- $E#Z R B2 Gricelli fE{%#% . Hermansky—Pudlak SE{ZE A &SN TLVD

<T XEHY >/ \EIERERERE >
(2ErAE]
A. fEIK
1. EB I AL RIZ KB EIE T 14 BEAZIE
2. MEKERAEIREE
3. EA =IO MmE
4. SAP RISETIE., EY /B BATFRHEM, MEX
5. XIAP RABFETIE. [ERE. HmtEim &

B. REMR
1. YD INEKIZHE TS SAP £ LLIE XIAP ZEERBEDIET
2. SH2D1A £, LLIE XIAP/BIRC4 &I FNER
3. A2 /\YTF72NKT #IlEDIET

XLP [Z[X. B4T 1 @ SAP RIBFELHAT 2 D XIAP RIBIEA SN TLVS
-RAIELTBRIZRIET S

» SH2D1A %, LI XIAP/BIRC4 B FITRHMLBEEMNRBOONNIL., FEEZEIND
-BIRTEIED EB A IILRAELEERE., B ILISMKEBERBZRYIRTISEEICIE. KEFEES

<II BHo®EME )/ \EIEEIREE (ALPS)>
(FZBrE ]
A WZEIER
1.6 7 AFBATIRHICRBT HIEEEME. EREED) U/ EERFEILEE. LLLITZDOEA
2. CD3* TCR--"CD4 CD8 T #if8 (A T ILAHT«47 T Hika) DEM GRAEMM) >/ BREMNEE T[T ML
TWASEET. U2/ Bk D 1.5%L £, $L<IE CD3' T #ifEd 2.5%LL k)

B. f+IEH

1. —RIEH
D DURBEOTRM—2 ZADEE (2 BIOMILI-EENSDLE)
2) FAS. FASLG. CASP10 DW\F A DELFICHITHEMEL LIEEERERIITOER

2. Z”XkigH
1) M sFASL(> 200 pg/mL) . M%F IL-10(> 20 pg/mL) . M;FFE=IFMEEESI B12(> 1500 ng/L) .

M3 1L-18(> 500 pg/mL) DULVNF DN

2) ARG ARERRFNR (BREELCMAREFEIZLD)
3) HEAEMMEKEA G E M., m/NMRBADEIFFHEREAD) D2 o/O— 1% [gG DIEM
4) BEREDEEICEOLLT IEESME/IEREMED) 2/ \BRIBFEAE D R ik E

-HBIEH2DEMIHRIBEED—RIEH 1%L, EEZHIND

-HAEH2DEMTHRIEBEED ZREEH12Z#HE-E (X REDRTREMENT LY

PR BICHAR—RBRIEJE. RASELEE CR&E M) o/ \BEFEfE (& B4R & & (RALD) . FADDRIBSE AV A1 D
ncTuad
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<IHMSMIZBIFRE0ODELID ., RERLEGEE >
(ZErAiE]

ZODEIDARERGEZTELC. REEMRERIERE (FHL) . Ao DA BRELNREELREEE#HESIBD
REMZIRMERND A EAE (APECED) | IPEX fE{®EE. CD25 RIEJE. ITCH RIBFELE M ONTLVD,

KR Mk E B EEE (FHL) Tl ERO—BRENSMDOREREICLIMREBEERE FHL #5133
CEITREETH D, FHL OFFEIZIL, FHL ([REERFAREA) . FHL2 (/S—T ) > RIEHE) . FHL3 (Munc13-4
RABFE) . FHL4 (Syntaxin11 RIBJE) . FHL5 (Munc18-2 K18%E) AAEIHN TS, FHL2~FHL5 TlX. #FhEh
DREEBEFOEENEDONNIL, EEZEIND, F-ETNTNOEBRBEBTICEDIRI)—=T M
AIEETH D, NK MR EME OCHRGEME T MR OEEEE—RICIET T 5,

APECED [R5 MEIREE. IPEX fEIEE LB HILRIEIRBEDIEZ SR,
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