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5. FERIGEOREIRZWNCEE L TE. BRBEOEROA L 5T, K E, RHEE Ok
., SHEFICOVWTEET S X285,

BEPRRZ RIS GAD HifA-e IA—2 HiAFORREEEE AHUADMEIZLHATH 5, /MR
TR 1 RHOEEAENEDRENE (1 AT TH%, GAD Hilk IA—2 HilkE O EH
HECHADGIETHNIE T AREZE NS, BEEBEE CHADRIETHNIE T B
B 28 HEVETOM, LEZEND, 1| BREOHICIZ Y AINVABRIC K S L DN A
YAV VBIay (NS . KCNJI11. MODY EinFEDOH—EnFHHEIC K 2 b OMFIuA
ATWVD, H—BarRAEICEXSED0DMIciZ, AWKV L7 (SU) ENERIEEIE
HYBIEFMEIEHTH S,

FAEFHERNTIRES (LA MODY)I&, HEAREAENE THIES 25 FEREN TH D . FEIR
AN BEH B H—RB{ny ORRERRE GBIz rAR., Biarehd 2 0Id—aDRKFIC K
%) MR & 75> THIIRIFZFIET %o JRKEE T & LTS HETIC 13 MG S
NTVBD, FEEAHDO MODYX B2 5,
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*

DR IR 3R I WAMINZTR AN, DHZERBERS | 13— A:1% 6 0 H RTIC FEIE
LTREIRIR & SN, BEREEDOE DR DAL, ZLREEFRRICK S, F1% 18 h
HAE TGS % — @M EVRERR & . DI R d 2 e op L VBRI 3 E
Bo

A VIRERIB ORI, FERE, RRgt sl BrEl (FLIRDD RHE ORERIEORERD
ARICHED L, (1) EE e D HRMICHE (72l A VR Vin FREDLAIE6 7
AU EDEEEH2) (2) BRMEEE 200 mg/dL WL EOF 2 iR (Fz72 URIRE RIS
15 F s X FEMERNFSORRIRRIZER <) (3) HENL (FLVD) R ORERIBOIER
HRD D, (1) IKNAT (2) Xi& (3) ZHERTENUIHAEVIREIRIE & BT 5,

A VA VRFEREEIER . A VR URERERRICEREDR DD A A DT T F)V
EEMNERHICITDNRWRAER &3, Donohue JiEf#E. Rabson-Mendenhall JEREEDFSHE
A VA RZERBIRFOm 7 VIVEE ZRHd 5 2 Lic &k b, AR VA EGTE
T 10—20%ICA Y AV Y ZEEROF 7 ) IVEENRDH 5N D, BIETREZRDT
FEFITlE. MOFRIC X 2 @D > XV ARFIHEG] & ORI REETH 20, falfi

AF. IREEENEC DICKWREND 5, Mcliid, G, HSERirmiaic sy

T A YAV UEERRDIK FARD SN B HENH 5, BRA VA ARGUEDZ WL,
A VA VZRAGUADIIIC X %13 h . EESREDFENZHOMTIC R %,

NEMAZAE X, 285 2 WIEE NIRRT, B2 WVIEHAT 28 TH 5. &
BRI A > A RGBSR, & bV 7)Y RiE, ASHGRTFS ORISR 2 5
b5, MEIFHEROMIROKR & UTiE, BEIEFRE, AL, VOV REG, $EHISN
BIFS5N5, HEIAZHEEICHINT 5 BT B E O L7 2 KA, HERAHID 5 70k &
NBLTFUVORZICK BT EMWRENTz, LT F UHFAEEDIBENRI R E NI,

FERIROBMEAIHEICIE. MVNIERE HERSUE, MEbas. BHE) &RMENE GOERE,
M) D%, 28Tk, EifE, TRERHEE (hEAEIGEE, HDL 3L X7 a—
JUEfE. LDL I L A7 H—)VEf) K HEEMRETH S, 2HEHBERPZ LT &
ME L BENEHCHK NS RBEY, AT TA47 Y ADN EEKD BT +

O—7 v 7952 ENREEETH S,

N RIS BT, RIS 2 FRGHE U CO S BERO 11 3%h 5. iR
54EREHE L CWE BIEERT 91 5. IRIEME A 7V —Z 2 F RS DR IICHIEE O 1
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Rzt d %, £, REEEORMDOZ®IC. WET IV T I VIROME 2 E NI
Do

& NRTHIEHEOSWOERHAZ TNCHREL T0d, HEANIIZINSD 5ENT 5K T
WHEBES L, TR L, TNBICEEELEWERE. T10h56 XTICEIT2EDDIE
. KRR 23R L, BANRIRES 2T 5 2 Lo

® BHET. 1VARY Y, ZOMDREIRIFIEESE, £72IX IGF-1 DV s 1 D72 LT
WABSEICRSR L3S, BEEE. BISEEOADIEMII RN TH S,

HEIE L DB TEIEZET 5

HESUERTE TR DETE L 75> TV RERD D %, INUBMEREELSR ORI, A
BREIS THOWO N TV A EIRICHEILT 3 X S iIcdid 5Nz, HIEESUERTTZOPR % OBFRAD
ARG A, NUBIERERREHRE Y 2 —Y 2 7Y A b
(http://www._shouman.jp) ICTHISEMERT BT EMTES,

HIEWIEICHFVWHRA &> &R

&L

Z0IEH (ERIEAEDFHGE)

1. 1 BUHERAK

BERRIE. AV Y OpiAe, A A G 20 ZOmHEIC X S8R
IS K> TREDOT S NHRHIFRE L ER S NS, BRI, B MlOBIEIC X SN
PIMEA 2 A UARIC K O FFE L, @l Mo ia A 2 A Y RZICHZ 6D TH %, LIz
Mo T, 1 HBERIROIGIROIEAZ, A VAV UHiFETH 5. BERROZRIEEL, A
EHETH 2, 772U, FrAEN - ARMNCIE HbF Osg8 %232 5728, HbAlc 3HWE T &
MTEE, Ko, BIUEDERI > Tah (A b L A@ik) BAASN20T, Mk
DFHlFHEEICI TS NETH %,

H AR G- OZ KDz, firf GAD Hifk, 1A-2 Pk, BEEEE IHikzilEd
%, AoYiAGETHNE, B (1 AF) THO. BAhURRME (BCEOBE M
S TRV) ORaR, FFEt (1 BED) icnfiEns,
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AT B NIk RE . (i CXT'F Rl R CRTF FEFIC K > TRl 5. 22i8RE
i CARTF FEDEAESEIZ, 1~3ng/mL TH D, 0.6 ng/mL KlildIHS M HKETH %, 24
REIRH C RT'F RMEDOFAE(EIX, 40~100pug/HTH D, 20 p g/ HATIHS HHEKETH
2o

DKA (3 1 BUBEFRIR OFIERE, 52 WVIXEHHOA >~ 2D i, BYYESOR A OER (v
W7 TA) o THRIET %, DKA 1Z. 1. @Ifi#E(BG>300mg/dL), 2. 7 k VI (U b—
Z AR B 2AR> 1000 pmol/L) | HBWIET b VIRIE, 3. 7Y R— A (Il pH
<7.30. HCO3- <15 mEq/L)Zff> T3 mieL L TazliE N5,

A YAV VHEEDFEIRIC Y 7o o TR, A S S rE i, RUE & SERORHHZ
HfR LT, ANOFEEZIRE L TIRET 20805 %, 10k, d@ahfla > 2 v e il o
YAV S KB 2 FEREGHEN B TH > 7ehd, BUE TN > AV v EFRhRA >V R
YRHWIEERE B (R=Y)V—R—=F X)) VAV VEIEIC X BHERESREDNRE 20,
TelEUs B CHENOTELRWVHER « (RER T/INVARIRAEDORE TR, BEATESHNT
TV, FIBRNCEBENE L HRIBIO T L 2w I X B A T 7fi5 T ENZ 0, FIITIE,
Rt T4 > A1) i A¥#E (continuous subucutaneous insulin infusion; CSID &, /NET%
S OERRIBRETHZ L EZ LN TV,

2. 2BYFEIRTR

2HIPERRIEIE. A AV ARFUED FARTHII A VA Y RZZ2ES LD, A2V AY
YOWARINERTA VA ARFIEZEES D, HEVIMEDBRVEDETHMT %, HA
NN 2 REBERRGS R E DR T0~80% &, ISR Il 2 fE > TV 5 T L3 TICiiE TN T
W 2BIEIRFEE (6 ~17 ) Tld, L 20% L 1A 70.2% TH > 7z, R LT
50% DL EOmE A 30.9% & EHETH - 7z,

2 BB D Z L ERREBIRRER 7 ) — =V T THA I NS D, BWiiECRHIIEIRTH
% T ENZ, BEOREIRIERZRT DB, EZrES 2RICBNT, BERET b7
¥ F—A (Diabetic Ketoacidosis; DKA) CHIEST 5 L& H 2 GHEIRUKT F—2 ) o B
PRIGD ERIERD S 0 . HBFIEEHY 200mg/dl BLED & ZIiX, B0 7z IR IR AR

(OGTT) %479 E#Fd7aV, & LA MIMPERIC E SRz 3 % D ERTtdh b OGTT &
T2 NETIR,
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2 AIBEPRIR OIGIEDEAZ, BF - EEELTH D, 2D HEE. IEEOUEETH
%o REFZIMAED Y ba—)IUIMGENGEWEE. 1 2 AU VERBUIER A VAV VRO
HEICHE DO TRECIMBERS FIRDI G041 > ) Vi E1T9,

3. EFEREMRABERBE (LT MODY)

MODY (& AR B THIES 2 FEMIRE TH 0 . BERHIC D 2 B8 (s T OMRERE
GEEFAR, BETFRE H20VE—HORKFICK D) MENE %> THRIRIEZFIET 5.
JRREE T & L TE S HETIC I3 FE PIE SN TV S, FHERHO MODYX & 17119
%

—HHCIN 2 A ST, @ 25 MU FORIETH D, HEFIEDHIRIRKEE 2 HET %, A
I HEARERES L TWhWianizodic, RERBEE RIS nizn,

MODY2 TIXIMPEEICEE LT A >V AV VW OBIED E N EDEETH O 22 igR b E
DEFIHASNZH, BILMMEHE-ORE MR € /a5 2 RS E R ThRnwa & &7
BTV, A VA VO WREIIIRFF E N D o AIE IS IEIEIR THERMRIRBEFRIFIRZE L IR DA
THRAINZHEENED,

MODY3 (B FRIEFEIEIC ST > THREEMTRTEIC 2 5 T EWH BN, FoBICtEVA > A V5
WHEIREIT IR R L. BHECHBYES ORI NS S HHEZ B3 2 5EN W T E DR T
H%o ¥ 2/3 DIEFIDERYPELE DN T2 B o

MODY1 (HNF-1A Z£5) & MODY2, MODY3 IS RWWTHIED WA, VNS & BFRAE OAEFE DY
wl. TBREARTHS,

MODY5 (HNF-1B £ %) Tld. MEIRFZ R EEOIEFNCEED 20, AT LARKETH
D, B, KEMEREBIMERE, ZOMOBEEERK 80%DIEHINHT %, MODY Tld4:
EC 13 OB FEEMRE I N TWAED, EilOREFILAMNE T NS & b T
RN
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8 ZXMERHEERE

B =

NS RERBERS b TV AR— X =D RN RIBICER T 2 REM TH 5, HEHEEINDS
RIS, K72 TOb NS Ml NEEICK D T HEND, Rofd. 7 3/ Bk
. AR RS, IR rGHRE S, X Fa Y FU R, BFEARBIREE. 57V YV —L
Wi, NIV FV = LR, REAHERELE, 7Y Y IV UREIERE, © X I IR,
MRHMAEVE R, MOREEE, RNV T 2V E. al—7 2T M) TV VI RAESE
D15 HEPSKD . M OREED &, 141 RETH %,

B INERA

AV

A CEREET 3K

& S IV RUYREICEZY T B, Ko 4.2 Fay RY7EIcNaE N, HlEl
EFTO MRS BB B SR TR E TOHESICEE I N,

& MR ETRED, RRARINEMETH 5558075 E0, e, TZHOT51E ]
IZiE, FREDEFRBER - DF7eiag « Wit > 2 — COR IR RERME D HEE W DTz
ICRHEEESNTVREEEHZDT, HREICKRL TE, HrXIREDZERERD H 5 EEAIC
aAVTIVET BT ENEEILLY,

HEIEE DB TEIEZET 5

& HIERERGR THRRANEE L > TR EDNH 5, NUBEREEORA . FHI
—ERARBS CHOW SN TV 2 AFNCHEILT 2 K S Icdd bz, HlESUERTR DB
DRI EIE, NUBEREE PSR ERYE > X —T 2 71 b

(http://www.shouman_jp) ICCHIGEIERT BT EMNTE S,
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HESIEICHEVWRRA L3> oA
LA 2 BIHE

CRIRMEA ) VIR

o SR, DA S o T - BERO T8,

< VT S VIMSE

< JERICIRD . RSO D EMZENTER TR ANVEEALBND KDL&,

ZDIFH (AR DFHE E)
1. 7z =I5 bV RREE

APRITHANTHIEIR T, FERS R « APV =2V THREEINS, —RREAT R
HIMICIER THBD T, TBMORME x> 7 FRERMENT R &, MERE, RedE, X
AR N TR NEFTRIE RV, [BHA RO E MR OFRZEHT 2 ENERL
Vo liE. ALY Y TNV ERWET X JBANTT 22V T IV NEHTH S T Ic &
DIREND, FERIEIEE BB K ORIE AR, PESICBE L. AT RV,

2. LOZHEE I B

FTAVYV—=LIRICET BIRETH 5, DT A VYV —LRICEEAZT L THBHN, EFIE
THHDT, BHELTWEWE L ZDFRKE x> RO RIBZ L BICHEHT 5 T & 22K
JRANE S %, LaAZHHE T, JRAPDLIZHEORE L TV X VB X UNT Vi
FEDEINZEEHT %, MEEZKNE, AMERP DA 03— 2 =Y )L 7 7 Z—L1EENE E A
EMHTELEVLSEWIE T LTWA T LRI T ETREND, AEE. XA MRS
THDBDT, RIEFETAIED Y A7 N 255G, SRNEIRNRTE S > TWRWIREET
. MRS ERRINCITV, BIEIC DRI E T ENEETH B, &I, HEHICEELT
. B TFE2WE TR,

3. ERm B

ARPRIHIERT R « A7V —Z 2 TG TR, EBREE, HIgERE, BERE
. FEBNC K> THIR S, BIETH S I EEBELR, T, BEKMEOTLEY — 1B S
L. EELPHMREEIERD BENEZ V. BB, BEOREIHZH. KMEHILFETH S,
FFIERIFAERNC & - T TR WG L H 5. iR TEFERIMIC RIEAIZ R0,
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(RO DRI & 75 - Te B IRIRR AT R ) (&, MERE TP S VA7 27 —E LA, K
b, FRE7 > F— A SRERIE, drhBkigd (b)) ZENRRHEND . MRS SR
LRH DD, WHDOBE TIE, JRREICKRIT NEATRIBR, XA, BEERR
#. CT. MRI CTHHERZRD %, [TV a—Xfaftt (Fernandes AR | 29 L7z
e, ARZRICRIET 2 C ENEE LW, ioWnd. R Z T 7o BER TR PR E
M RIS 2 -l O 7B G FRRE THEE S .
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O MREE

B =

/NREAICEZ T E N2 MBI, FEEE I i i & JERE M MR A D %, T Tk
R BHIIEIES MR R DRI LTS (S iR B E A & UCTH D 4%
9) o REL, FRIMERIEE, M/WEE, BEEFIEICOHEINS, MKERETH S ImERE
B, N E R RICBO TR SRR EEN TV S,

FTNZTNT R R, BIIREND 2D, KD IR OGN Diah 5I1FEEL. 2
WrAE i 13T A R B RIS 5,

A. ZHER#L

MERAEME, MAERE - JERRE, MIfaMaE. (NI TE. Btk - BT RESTIrbh
%o FREDOBWNTOWTIEZMO T4 2T BEEIREIORIN TV S D, HARIMIRFSEE
MR EE P EE SR IR ANREE & 75 2 JEMURI D 22 T NS £ 35 5

HHEERFIC IS AT FEIC T T 5w a2 O S DS, S NBISEY Lia WA el iE s
%4 TOOFETICEIF 22 0DIF, AN ZEHRL., BANREBEAEET ST &,

O FrifBREEE

TICEIMZE THE T 20EETH S, BIEMEOBEMMERE ORMBRIEE ., JRIMBREEZE .
ANES OV VEEIES) L. BRNABNEN CGEARESIE. HOEMRmEEmns) »
H5. ERIFERMEIN, S RMEIRIFERE, SEFeRME BN F IR MERE A RIS FHE NS,
@ IR

MRS IE . M/ IRIRAME, M/ MWRASRESR FE, MV IMIEZIED B B, eI Mk
DEERER L. 2 I IERRFFIEI MR EEBER & W S N TWeEIITH %, 1MWK
MUE A A« NTV) > (May-Hegglin) FEfRRE, SeRVESEEALERVE ML Mk AMNESE O RER 2k
A O MEEESD, M BHEEDO—HERTHZ NV ITERET S, NV —)b -
A—1 I (Bernard-Soulier) JEAZEEE. /IS IIE, /) VBRI SRS B2 5 9iE 7 & i MBS HE 52
HWECIIZWHEMEICHENL L T2 T %,

©  JeR M i ik el - S Y
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MAEA. MABB. 742742 L 752K (von Willebrand) #h'3 KIEETH %,

B. ERAR#EE

SUMERE TIBMEICROE T B, BRI CHIEE AR AR 0 R IR, OE U 7B R
B, IREEIEIRL TH S, @RS THRR Bt LTS endbs, 7rraz
AMOMRICEME R ITEMREDOE R LA DIREN D B,

EMAZOHAENRERIE, B EDIC S N2 EHESIE IIE R & Biwi 2R g
TEGIN D %o ENEZIMAE, AREPEM/IMRIMAE, & BERRAELED 3 PRI B IS BETEH fs &[5 U
H IR S N, R ORI EIEDEAIRE T DH %

BROEEICOVWT

ZIMIMRIE B IR E THEHARZ 2T 28, AIER TR TR T S, |
AR C L R BN BT 209 B 8, IR B4 T, A —RRICK > TE
HIERIC K D 5D T LNV MHERED LA CTIHNZ G RN REDN D 5, T
o, EMMIER AR IC & O HREEN SR 2 LIRFED AR L LB IREN D B,

FTRRE NN TS
% s % 7 &
JyraAZEM
2 | BETAMAND

1. 778N

BRAAPEIEES 52 & D RIBEM A2 TH %, HORIGHERBERIMO KR L HE N
Tz, BIRFTR & Rtk DM EikBi, FANCCD2 €/ B FF (bidl, 77 > a=&il
JRREHE FREEIC K D BB E NS D, A2, FEBASINA S FEER T IERIR DD T3
NET 7 aZgi e B nch, AR BB SRR CHRIET 2558 H %,
BWRHCIRBE NI E TH > TH . CHNBRPREREKETH S, BPMICIE DA, #HE
WADEENRLETH %,

2. BEAFRMEM

TENRA & FFERBICHRE SN TN L EEE DN RINTEREBETH 5, /NG
PERFEBR OERERBICE N TE, T OREREI K CBHEORE R OSWIRTE, HiEY
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DHZHWS, £z, BTHROBKHEIEANSE & RSO ERIERZ LT 5, HIEE DI
BEREEDIIREN TV A THEENLRETH S,

W TIEBRINZIDEETH %, NEGIOHESRMANIZ. WHO2008 477%1T RCC
(refractory cytopenia of childhood) “® RCMD (refractory cytopenia with multilineage
dysplasia) & DFEHIDIMEIL S Nz, BFHI ZRIREGN DOV TIEHANRME « DAER
THBREREDHRZ Wi 2 I L TV 5,

7 7 > A=Hlfil, Dyskeratosis congenita, Schbachman-Diamond JEf##E. SR MEMEALER
PSR A E F IR FER M AR BRI & PN TV e, Rkl & LT, IR
ICIEFBWIREIC PNH IfiBk7Z £ 5 BAE AR R EIM PNH JEMRRE, R Z G780 ULKiFET 2 IF5%6%
FAERRMEMDND 5, IBENAETH > TEERNZEPLEIRIRETH S,

HEE CERZEI SR
& RGO NIE

WD R EE RN, RS A, JEBARE, SERIBATHIENE Z 5N, NacDsIdiE
HINk,

N AETRF MR T IMD 2THiD I & & KRB AT R, — & DAL T
wAREDEVIERNDN D 2 (HIKZWHD .

Rk 72 Rahiu i 52 U CHEERoWTd %0

WEERZWI D Te D DB FRAEADTER., MIEREHBINEEAN DX ISEFE H AN -
MWASERPRBEICHNEDE 2,

FRHFRIGIE [FRRIC ST %o

1BIERGE TR ZIL L, WHBITHEC 2 T WD 5, Mkl HEERICIERHC R
ERER

& IEERERIANDNES

SWIHRHERMD A ETH > TH, BB TREDZET 2 DD, ZLORETIEE
NIRRT H % BE DR OB SN MERFESSRIC HEE U T kRN
EEITD

& FEEHERADRS
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BRI T B IRIC DV T, RGNS 18 MRS, REFEFNE 20 MR E T
ANRABMERESRRIC 3 L TS 6
BFIEE DR TEIEZET SR
& IR L SIERIIE & 2 BIDBIEE & LTI e,

< HIESERTR TRADEE LR > TV DHRN D 5. /NUBMHERFERROR A, JFEAl—
MRERRBIG THOW SN TV A AFRICHEILT 5 K S e b Nz, Kl ESUERTZDOER % D
BIGRDAIHA S G, NBMERER RN M > 2 — Y 2 7Y A b
(http://www.shouman_jp) ICCHIGEIERT BT EMNTES,

HESIE ICHWHRA 78> &R

- FE RS IPER (RIRAREEERE)

< EHEOWBIEON I X0 WIEREE L5 T LM LA LI Bofeib,
SN LBk

e JERICIRD . RO EmZE N TIRE TR ANVEEALBND XS ICE> T,

Z0ftr (ERIEFBDFHLE)

1. BEFRMEED

SWHEEL, R @AV (EAETERZEM B e R TR 73 TR
EMPEFICR S 2FRENZEIE ) ICK D THAEARMEIMOZIROSIRATA K ZEHT %,

FROVEZIWT & LT oo MmBRAMNE, — @ PEMmBRMAMEZFRIN % C EDNRBETH S, NREHI
Tld MDS DBR#E LIXLISWEETH O . HANRIMK « WAL TIEHRZH 217> TV
%o RFREHEOWKFTEMICH D TBUEORLER ] FIEEFEEEWIIE (ind) 12
KHEIERIIH (KD 2T %,

KPR F ORE RO LR 1, ERIZER, SRR EAHr, PHN MERMESF O
Wizl s 2 (FREHHOMARREMASICHE L 258D -

EERIRVOC i OB, S iigEE, EARER 704 RiGE, Sk 55D
WTCRLHES %o
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®1. BETRMENNEEEHE

Stage 1 BE TR DIZE

Stage 2  HEIE TeEn2EBL EE#E AT

FFHRER: 1,000/ u | FKim, M/vk: 50,000/ ul FKim. #E7RMEK:60,000/ ul Kk

Stage 3 XXEE T 2EBU EE®A L. TN RN EDEET S

FFHRER: 1,000/ u | Kiw, M/vk: 50,000/ ul FKis, #E7RMEK:60,000/ ul Kk

Stage 4 =EiE TEn 2B EERAT

$FFRER: 500/ ul K. M/viik: 20,000/ y | i, #BFRMEK: 20,000/ ul ki

Stage 5 ®&EE PFHRERD 200/ ul RiGICHIA T, TEED 1 BB EEHAT

M/J\i: 20,000/ u | Kid. #FRIMER:20,000/ u | Kiik

A) T cRME 3. BR 2 BULEOFOKGOIADELIFE VD,

2. S m/IMREA LR

10 J3/pl RfsD M Mg 2588, HIMER, FRMBCRICE L TERROEE ZHEbanT &,

EHRA . BRICHHETIR RN, AT RERED KEAr~ /a7 ) ARG
NG HEMT 5 T EMEX LW JeRMEMVIMRERFE, BEIRO—EER, JEErksic
K B MBI, hoiEids i CRIEHEY). dEilre) ORADKETH S,

6 2 H DN /MR A DN IER AL S 2 2ERUE, 1 EDIR O HES I NE L 755 T L&
EARETH B, 6 AL EOEHRITIRIBEOLEIEAMANCEID 597, JIRDE L ORAEDZE
& (2 DMOEMALPRBEIRNORITE) D% HIC RN E X L,

ERGERFORGHOMIC, K@< 7u7 ) o fh, A7no FEE b, TPO 24
B OIBFIH T 2 SOSTEZRC T %,

3. M&RHA

VA FHE MR A Z T OB L. Ry iEIEZ R T %,

KIDIEDREN 21T 5 o von Willebrand Ji§ & #ih1 2175, 1 > e EX—{REDEHE, Hilllc X
B EPHEIC DWW TR L. IBFIRIUHiFeHE O IREZ R 2.0
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10 REEKE

B =
KAHAT L OBEIE FROmD TH3,

1. #EaRELRLE (CID)

T MR, B AIRRMEE OG22 > TR ORI TH 5, BIEEETIEARSE (SCID) &
COEFERICEE NS, 2014 F0D IUIS 77D ERE T 40 LA ED CID BLE(E A5 i
HoTHEH, SBREEIBIMA SN THENS, ZLDCID I, VSRR ZENZTNDY
VBRI O DEEEFIC K > THHEEHANIRETH %,

2. REAREEZ# 5 HFHNGIERSE

FUEROBEEICNA T, MERROEE . WU EEEZIE, REHER, R, NaEE,
it A G 2R CH 5. FHC DNA JUSIEE R % B9 2 BRI 2 H RIS
EL., ZHELHEEZET S, ZLOEEPNTINTVEDN, 2LEEMEE TS M
BoTHO., BHEMELIETH S,

3. RERBAREZE LT HERE

WPESOIEARIEE T E 2R, Wi, RISMER. Tl WUESOMBEEGYEZ KE L, Mg
gy a7 Al (g6, IgA, IgM) OREAMTHN, WTFRAMEETH - aIc sl h
%o IEFIEULFEFENE SRR RIE DRI 8 %,

4. REREEE

SOEHHEIRE T X, FRMESEARRIED 5 B, @RA RS SIER H IR DO B IFAYNEE
DHLEEZDFERTH D, FrT 47 V77 « FREGREOIEA, XGHEHY >/ SHEHE BERE
(XLP) R F k) > SESREWRE (ALPS) MMREMREBTH B, APERHE, MfapEE
TEEDEFICLES ) 2 SEROBREFEMEAL, 7R b= ADEFEIC KBV 2 SBROMFRGE, H
CIISTEY V7 SERDBRERHIEARFIC K D5 ERHTINZ EEZ LN TV 5,

5. ERMERMRBERSIESL L UXRIGEE

B, FEENSFIC K D FIET ZRERCH 5. Bllfd, MR, B, HUREIC
X9 21E ERERISICEETH D BETREZNE DILRFUFICH L AR 2R, —/
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T UAIVAITHT BRI RN TS T ENBL, £ < ORERETEHTEE TS A
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