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VEBRNAT S LIIRETH LS —A. DEUNDRBEEAZ L WL EEEQKREIS
XY HERE—MRBAARCOLER. DI I—RELHE X REEFTITS2&
[FBOHTHHETH .

* 1IDFEOEEE NYHA 54

95X 1:
IMREBIIHADEEFHICHVEL L. BEDOFETIRF ., HEFE. /Fk
ENE LA ULVKREE,
95X 11:

BAREFHIIBREOHNAH Y . TREICETEZFRBIELEOD. BEDOHKTFEN
TR, BE. FREERO DHIRE,
95X 11T
BARFHIESEOHKIAH Y. TREICERBIILGVD, BELUTOHEEE
TERFZR. BiF. HREZRDLHIKE,
92XV
WHESEREBILERZA D RE, RHRICLEFROCTFRELNHS. £
=IED L TLHBEKFEZITO L EBAEMT HIKEE,

® AR DKEDERKER
4V I—LEw (T7T)—5%)
277V —&mTIE, D (DRBXR. FEIR, FIRE) (SIA T, RE#HE (™
BRRimfE) . R (HAMNERE) . B (ETE - 875 . R (BRES).
Hibs (BB, TH. B . B (3. ik (FeER. nEEs). BiE (8
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BIRR. BFE®) GESWRFITHELIRR[EEZRDHD. F-a-A5V b 5—+F
A EELNERET B-OZRBFOBREFFIENST MERNAELLDILT77T )R
EVWSHERIFET S, X EHEETRDT-O. BUTEIERNBEELT S EMN
ZLNEMHREAEDSS. PBHEGRREZESLVILIERETHD.

A4V IJ—LiE (RoRE GBRE))

EFEET 10 BMURICRIET 5. 60 ZRRICKEAINDEGL HDH. BRERY
NEIE. Btta-JLa v F—+F GA) ONYTUMZEYREL. BAZERESD
SHOFHADETOPRRELFER ENERAREONS, EEEICHENHD D
DO EREHTITEMHBLADFHETZERLT BERHERE LT, EFNTF.
HRAEE. BREEARDOoN D FREDEZTD-HREALT L, BUh.,
SREEGEDEENH L. BRBEKBEEEHRAEL D,

AKX i £ e
RETRIABADEBELS, BERS. DIDGERETTLTOZ NS,

BRBREZTLHTOLEREREZE 0N FICEMICWV =57 —ABDE <L,
ERZEHTHBEICE. FEIRICHESBFLOHEL. EBFOFIRE - OE
BREGENDH D, T EERERTH S LM EFBIRMVRE & 4 5 U5,
FAZMEXELFHENSSICIE. EBFG EAERHBIREDEEDBLITH
SREMICE>THEL S, —MRMICKEEDRBREDHIEXEREBKREMLE
ERkEED.

4) FELGBREMR
@ MmERFHRE

@ Xtk Na FIRR TF K (BNP) :BNP {ED L F (E—REMICILDA L TIORICER .
BEEFRLIIMIN O TVWSHKETER T OINFERENTHY . LEQDEREZR
AT DI EIETTELEL,

@® «-galactosidase AEMH : 277 —RIZCBLWTEKTIE. FEOTAESL
% a-galactosidase AEMDIETZRH5H, £, M. K. M. B@GL
[ZHT a-galactosidase ADEBFANEEL TLL-O . EBEDENEL LG5,
—ATLHREEDIGS. RIMTOa-galactosidase AEM(E, EEZTRT B
DML EEBDLDETEHRTHY .. BRZMHPRHETH S,

@ HMta-JIILaLH—+F (GA) BERFMN : RUOXFRDZEIC GAA DEERIEMD
BIEMNfTHN., BEREREFMERZAVTEREINBENIRLEEENS
LYo CAABERFHDTLLRIE (BRFHIEETRED 1%KHE) (X, GHAZEL
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REERRANREBENH D, GABRFEOBIHLGRE (BREEIES
XD 2~40%) 1%, FEHEMILRRBERS S VERE LEHENDH S,

@ HAEFMNRE  TERBEEFBROOEEOTM-ERTEHILONEE
HAELY, FzZLTREORYBXRELHENDRESFEICSELTITLITO—
FRNERTHLGENH S,

o LEX

@ LId—: LEDRROIEX. EXHETRBE RO LDEDRE/EEE
E 21.3) LGELHORBMEEKR, £ELEERES (EERALREKRE
TOREEZ/ N2 —> ., BIEFHHIRREHESNREDET), FAEMEEXE
DARETIE. BEF T I —OUUETAES)., EERHBRERZRDHDS, TD
fth, EEHEHHEE. EERLEBRBEEBLLELZET HH5ELH D, HREMEEXED
FETIE, £ZER - BEOK, EERHIPBEDOET. VFAMEEEREFHDE
TZFEDH5,

@ HEZMRE
® EXREDLHE  DRERETLOHERNMUDRRAIZ K SDHEXZHRT 5L
THRAT®HS. EXOHMME,. DHRMEE RELTREIURERKL . O
FAROBREINGENRONSEELH D,

(5) BIEFHREIZONT
DHEEREETHLEEERBICOVT, BRKERCEERZWNRELGENORHE
DIETEHRDELFHIREZERT D ENREZF SIHAITE, BREKIZERD
NOBHOKRBIZRIECFHIREDERREEET 5.
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5. BNV R

(1)

(2)

3)

FTEGBRRER, B
MR, 227K, BHEET

BEFHREORBABER LG > TV HEEHR
SEMEVRIM 4 FREBEEIEEE. 7ILR— MEREE., R4 /T SERE

B ERAE 4R

@ MR, VNI REETHERIZDONTIE., FRBEROEZBEHBERLZED

BRIRTRONSZENHD, —A T, FARBFMMERSEEZRFTIE, BE
MICIFREOMmR, EAREFHSIHBEETLLTRET .
BHEETNETT L. FECEIR. BERFOERNHEL. KT
FEICEDEANTEMCERBBENDEIZLT S,

@ &R D& EDERKAEIR

JEB B R M M FREEEIZEE (atypical hemolytic uremic syndrome : aHUS)
TRoNDZEGEKRE LT, I/MREBOBADICEHHMBE (KB) GTED
HIMEROBFMEEMIC L 5E5BERE. BUNGETHL, £, BED
BER2ICK-TEE. ZRIZBOHONDZ LI H D, FIT, BROBHEHE
ERGEERDIHZENH D, HILBEKEETHZ L1 HY . FEEZET
%,

TILR— MEREIL. ROHICIEORILME—DEKTH D, REBITET
EEBITEMLTWE, RTO—EEREEZETLSI L L HDH, EITHE
DEMBEXTHY . BEHLUR. RLICEHENMETLIZLD., BHEESET
(F 10 K&F. 20 K. SO K THREBEFRLICEDI LDOHNZ L, X EHEOLM
BEE—MRICETHIEL ., BFRRICEFTI S E@FHmTHFY ) 71245
EMNZUL, BRRZIICERLGEMERE LT, ETHRIHEE. HHMERER
Z (AIA#KRE. REBTERAE., RBEBEAETE. BAfELG ) |
VFEAMTEBHEELAH SN, BOBVELITLKEMLEIENHY ., BE
PLETH D,

FAIINTSEERBITEETE. REEOEBRSH S WIIERK. BE
DAKZEE (iliac horn) . HEAHOEEELAH#LNDEH. CDI3ED 1D
HOEWIRBDEKRDAEET DEENH D, NEHRICEELTEHT 5. E
K& LTIFEEREDEQRCIMRAALNDD, BEELROR7O0—F
ERHEETEE0HD. BFRICOVTIEIEH T THRMELNDIEA
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NEVNESNDHLDOD, BEENSBREETZEXRL., BRZICTESEHNN—
BEES D,

(4) EEGREMRR
O REE
@ MmfR. EERK : FHRETIMEREBEERE. BEZHFS RMILATIE
&8, 7IR— MERBETE., BRERADESICHVMR, EARAHIE
ERAR

@ MmBEFHRE

@ MmMIXMETE : FHREFMMERESEERIFCHEVTIE, FlEE Mo/
WRDERET D, WRFMIKERHS ZEMNZLN,

® 1% Cr SfE - FFRERMMEREBEREREE. 7ILR— MEREE. BEZH
DRAIINRT SERFETIE, BHEEBETAETISE, MFCr ALFYT
2o

@ MFLHDLEFRRUVMFNT FSOELOER : JEHEA M4 REAELE
ZEFTRDH D,

@ HiHEFHKBHE  BRMEOIFREAMMERSEERIEE LT HEF
KB HEGIAH 5.

Q@ WEFHRE
@ EBARSZTORHMIGHRIZKY. HESKMO—BICL S, LHAL. KE
DETECEROBITFRICE >TRELLIRERREZELASLICE
ENRETH D

® ERDEREDRE. Thith

TIVR— MEREE, AFBEHREGE TORBEEMFRZHE TR
W, BEFEMERATERNMREN T, REKAEEROLELZFHANGIER & &
ZROMBRELICEYZHEARETH S, BERKEMRICENTLIEL
[EH 5N DRKAEEERDLEHEIFFL L RNERBFICENTH oM., KRIK
HREEROHE—DEDGEENHYITEEZET S, VRS- a5
2Tk, EEERICEYREBNRI—UNELGS, XEREBEMET7ILAR—
IEEEE ClE. RERAEEE. RO UEBRRES L UVREREEIIZMH
T, XEHEELZUTIILR— MERBETEES A VRKICBEIZES, BREAR
LHETILR— MERBTIE, RBRAREROANEMET, RO EER
EREREEERIGETHS, TERF, LRITEBH2—-2THY
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FEHRBIPYNNI—2ELFET D, T, ECEETHXREEBRIEETER
Ly,

FRAILNT SEEEETIE, AEEMICITIAZEME L NILTIIEENLGR
RIEGULA., BHEMGRR L L TEEFHEMERM R CIEARAREERELAT
HRAINCIREL., TEZF0OHEZEICEBLME (moth-eaten appearance) %0
IHHEBAS—SODRFEZRDH S,

(5) EEFHREIZOWNT
ERFERICOVNT, BRKRER., RRE., MRRE. REFHURESFHIOHTE
DIEEHFRDECFHREZERT D ENRHEZH SHEIIE, BRKHIICEE
ONHBEROKREICRLIECFHIRENDERZEZEET 5. GIFSR)

<BE>
TILR— MERBEZETA K54 > 2017
B RBAEERBEODE - BEAAFS1>
MEEHRICRIDHBLERVEREENESFICONT) (FR264E 11 B 12 BFHER 111251 58%
FBERERRBEH)
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6. %R - RKIE - KPS - FRAHEEH

(1)

(2)

(3)

FEGERRRER, B

R (REME. RAEE. BEEGL). REICHSERET (PIRMBEES. HE
xK. A, ME. BBE. RIRK. BUHERE. REK. HILERS. BIES. HEE
RE). REER (ERBHRES. 5. K. REAMRRERRE. SEGE). B
BETER (BE%. B#MKX. ERGE)

BEFHREORENDA LG > TWSIEEHR

7 UAEY) UEERRERE. INF RBAREERMAMEAEREE. 75 VEGRE. R
Rt B, & 1 ¢ DEMRE. RIE-—FBFERR. CREREFIEREE X - REMR
RIE - 70 ~ERE. EREACRERE

B RAEIR

RS SERKER ., BIREIZIKICHT-50, BEOP T, TELREDORERE S
AT ROHHDBIET. BRRERDRIET 2 Fi. RREET L5 THFHN TR
B ERY ORABES. REEK., BEEEROBASHE T. FRENTEDON D,

O MR DKBDERRKRER

JVFE) VEERBRERE
BEEOREEESBCS X E M EEBE (Familial cold
autoinflammatorysyndrome : FCAS) . FZHEDT Vv UL - Dz )L AGEMEEE  (Mucke-
Wells syndrome : MWS) . EER D IEMEL R R K EBEEMEIREE (Chronic infantile
neurologic cutaneous, and articular syndrome : CINCA fE{ZEY) /#FTEREIRES
[ R REMAE (Neonatal onset multisystem inflammatory disease : NOMID) @
SHEICHEEEINS, REHESEBSREMERBIHEER NS 10 BWVET
[CRP. BHREHEOSBRMERBNESICL>TERIN. IV UL -V LR
BB TBCERBEEA TR Y RS EMBERED £ 5 FEH 24~48 B L. CINCA
FEREE/NOMID (FRE. FRMERKFE. BEHERD 3 THMNERT CICHEL., &£
EIlCHh-Y#EFRT 5,
TNF S2 2544 B3 /R A1 i 1 B
BAGIELRECHRAE L. 3 HE S HEM & BRI IChH - 5 FEFHK
EZ ¥ 5~6 BROFERTIRYER L. MAEERKE L THRRE. BIRLCIRER
DFEGEDRIER., BEGEDHELLFER. REERGEEZET D,
75 R
ZCEARUANICREL. P (RLEzE--7EMED) . EEER B
5 . RERK (REIELEBERMEICRS) Z3FHETLHHS. Chi 3EHN
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ITARTHE S ICIEEFFLADMN S, BFMICIEVT N IERIEREE MRS
B ET 5,

R i P e

HMAEG|IEASHEFES., FAH 5 3 BEEFRT 5. BRI, 48HEE
NEL, BEEERE L THRIERICKSERBOCWMERFEEZET 5. FERBFIE,
FEHEN 1~2 BRIOZ EAE L, BEERFZHEVOT L, RERICENE
HE2 RNV EDSEZRSD. MBI EEHEL. BEKRTH S,

= | g DIEIREE

HMAGIIEARHARAIVREL. SUIRICHEOLRZHES . REUEHS
WEIBEEDOHKBREZRD D, HEFICIELIELIEERS. BEMEK. BEEE
RZzBHDH, EEFTREXRFHOBEAREZEFTEOPRHBBEREZES

FR iR — B e I B

PINREIICF BORBHRERDICTRIE L. TORBEHEARRRENEEIC
HELEY., BRBOHREREZRYERT LIICHL, BEERGERFEETEZE
TEHEFEHD, FHIYKXKNEREROBRIEZF 5D, BEFKEEFTILE -
FYLAGL, REICHBHGRCEH NI -5, BB ELERZERLET S
HoRIAEERZERE. CENETL. FEOHNESHOEHRBEZETHZENH
%o

LIt MRE AR 2% - SWEMIRRIE - 70 REEH

SHMUTICETHEDLIREERIMAEM A S L TREL. BEHALRICERAY
BREKRRE. BEMIE BAELNLBILBLIYEERTSIE) 229 5,
AT R IEEHME. BEMT. BEHBERNICIIIFRERNEBLAICHEET 5, REME
RIEEFRREIFX. RIEMOHIEES. IRA. BETEHLFEY. TORESZIELT
S2RITHEKRL. BEREIZEREZEC T, BEI/RMEL. LIFLITEERXILE
RKOWEREEL D,

BB D RERE

NLRC4 & fE. ADA2 (Adenosine deaminase 2) RiBfE. THIL T« - T T«
I—)LiEEEE (Aicardi—Goutieéres Syndrome : AGS). A20 N7 AFEENTTER
THdH. NLRCA BEEIE. BHIChH--> TR 2 EHE. ENEHD. B
fa. FLREIRER K. IRE - MEKED - BEREEFEE WV >f-<v /077 —JFEH
IEEEIRBERRKIER &, SHLTEREET D, ADA2 RIBJEIF. BRY BRI HH. 2
KEMAOL A/ —ERFOREEIR. B RICKDHFELENG EDMHIFERK.
ARAEIR (FPIDEEARBAZEOMaEENRE. £ 3 NMEREL L), BHRRXER. BN
ECHEE. shE. BEEEENEOoN. REICHh->TH#iRdT 5, THIL
T4 - TT 4 T—IVERBE. BEFMNERE, FIRE. FEREROLR. I
INRE D & WD - RESEGE (TORCH fEREE) FALIDMERD M. ZRIBE.
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ROGERERR. TADACEZRTZHD & LETHEEEREDERRKE
EEY 5, I/MRED. FFEE. ERERLES. MRM\RERGELN L THAR
ELTHREZRITSCEH%LC. Fi- Bt - BEREDRBREERECES
MIUTIF—TRZELUL-EBEREEREDEHIROLNE. WTIDE
BYVEEICOREYRENFRT 50, BlICEIFEMBESTNETLTE
ELED, RONTOFEER., HFERMN S 20 REFTOEFHICRET
5, BEEBIFEFCEICER DN, BEMREAH L VTBELDORESR. REM
ARERTY 7%, KB, BEREICIHA. SMSEES. HILERS. SESRKLE
WofzAR—Fz v MRRDIERZEET 5, EEITHY RKEMNFGE L. EHRE
ENETT 5, T, BARLEEMTTY TR, BEREURXFD
BoREREOHEIAOND,

4) FELGREMRR

@ mhikRE
® SMHHAEVNVELR: VUFE) UEERRAREERE. INF ZRGEERH

MEEIREE, 05 VEREE. RiktEthhiEs, 5 1 g DIERE. PIE—FREIREE.
R RETEREE X - WEMREE - 70 MERE. BEEMEECRERE. LWTh
DEBIZEVWTHHREGEICHOEEEME2 /08 (CRP, MF7IOA4F A:
SAA7iGE) BNERT S,

@ CPK %> LDH HfE (hifE—maHERE) . FeER LR cl/hMRiED (NLRCA £
EBRE. TAILT 1 - TT4T—IVERE) 1RBHE08, ChoTERBITHEN
HIBBREMRTIEGELD, &1 g DERE CIERBMEZIRO A/N\O VX —
EEHDOET (10%K#E) CREAREFORTANDVEOSENMFEHNTH S,

@ EB#EE

® CT. I : BERBOEFEZFICHET SR ERD S,

@ S UFTSIT4— HUDLYUFTRESML. B U F CEEHESHULN,R
HEnbd,

(5) BEEFHREICONT
FE - RIE - RS - BREEREEEMH S LEARICOVT., BRER, MRRE. &
BZHRE. BEGREFIOBRENEERRDECFHURETERT S EA/REE
FSHBICE. BRBICEDODNSBEHOKREICHRLIBECFNREDEREEERT 5.
(BIR)
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