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1. RBRARLONIRE (MEXR CORR4A4 = &)
S 1gD SEERE (Hyper IgD syndrome, HIDS) /A /N1 g% ) —¥ KRIBIE Mevalonate kinase
deficiency, MKD)

Ao\ RS —EB RIBJE (mevalonate kinase deficiency : MKD) 1= L AT o —/LES
AR D3 B AN\ U fRF ) — (mevalonate kinase : MK) OJEMEARTIZ L VD FIET
LZEERIENEBTH . FKABEHBLEFIIWKELRTF THY, TOMER FERIZL Y
BB RSB TRIET 2. BN TIIERE AREOBE RO b, DREOHEESES
T 10~20 AFRETH .

2. /NRENTRIT D —IREIRBH (B

FEAR

% < O%E, LRI RINCHE 0 KRBT TRIE L, B2, e, BIEERZ E 2L .
mig [gD EAEE L 70D Z e, Elgh SEMERE (hyper IgD syndrome : HIDS) &4 -51F &
o, ORENCBT DR A, NERMERERR I XL O EHN T leD FEERE & W ) A
PBRAVWLNATWS. LavL, i IeD EASMEE 2 HRVES G H Y, £21F0h0 B8 ERIE
PERBICHE N TH MG D EASMEE R O5G61RHDH. SHIC, HEEERNOEEORT K
JEZ 2L, JERAFIEORMR RN 72 &4 D BRI A N v VERIRIE & RSN T E
7o JRRBICAD L7RIBA D E LN E WO BLEN G, ALK L TITHIDS & A g
JRIEZ GG L T AN VBX T — B REJE L WO AFRBIEN > TETWDH. BINZEE~RT
OREOBE TIIEEFOEENSVEAICH D .

1) FEE

AIEITE MR B ST HRBOV LS LTHRV DS Z ENZ VS, KL H I
FAEDEWIEIIIAR Clde <, HEDMBIET 52 L b H 5. HEEIEITEENEITL, K4
~6 HRRES. UIEUIXEER., 18, &K JOWaM:, R 7R & OREFIER 2 fE 0,
FREERE, FhilT, SME IS K OUERYYE 72 & OSNRIME - NRIPER B LA THERIND Z LD D.
VAEBHTZ D OFMED 128 (FRE) LW IRENRHD.

2) VHILARIER

G, MR 72 & OV LR IR I EAB BRI R CTRBEEE TR b, 1F & A EDOLADBFEEL
FAEICREfET 5. EERHLEER & LT, MEMERER, e i, MEZE, mEiL,
MALE T2 E N S, APEEIEOA RGN LB L R 55505 5.
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3)  BEEAER

FEBEAEICRERE T 2 R R T8 [ EVE T, EICIAN D NEAMBLIRE B TH D Z &
HHIVE, FEEIPE, RS, RO Z &L 5D, KRB I, A BB O JIE M
fii & LR F 7213 IR Y C3, B DV MTE DM DILE R LD,

4) s RIAER

FEEFEVEICRERE L C, Mhe-CRAENR 2 3F 2 2IERI2GE® b s . BfiEILEFE IFETH Y,
HEMEMBEATIRZETHZ LB H 5.

5) EERADHE

~ 77y —UEMHUEER A X 2T 2 e h 5.

1BR

I REAT v A ROFBERB XS (L K=Y r (PSL) o&myme>K;
Y, PSL O k2SN EE2 AT, BIBRE AT oA R G %2179 . %%&5

D RAEMB DS LB LG AT IL-1 FIEOBAEZMFTT 5. BT ¥ X~ 7 ABRE iéﬁ
E, AMED ERARER CHERR S 4, A TIEm LD JEBERE (A \m VX — tkﬁr)
W2t LIRBRIBE 2322 & 80 HAL TV 5. 8%, (K 40kg DL FOBEIZIZV TR X~7 (Eix
THAMEZ) & LT 118l 2mg/kg &, IR 40kg 22 5 AT 1 0] 150mg &, 4 BAFITH T
b3 5, + i BERAN RS A B AL WA I B N 5 T B 9 5 23, 1 Bl
M EIIARE 40kg LA T DBFHE TIX 6mg/kg, KH 40kg Z# 2 5 A TIX 450mg &35,

3. RAHIDEEbLMEET &R (RPAT7+ 0 —7 v 7HEFLED)

WO (M) OBEEALZ LB —BIETRETH L Z L LY, BARKIIZERIC
e SERR O 2 B9 % . B B ARRIEIC LY $%@ 65% LA 23, FEAEOESEE & BN
BT HEMEREDOD S, FARICESTZOIL 3B%ICHERNE DRENRD 5.

K1 SRR EDIRNE

/N IDIN FRBIRNE

FE 2| NER MBIRE - o N | BAEER ORI, EYYED T (4R

a8 B W) A O 1)

P I B RAEA T~ D *bhis
Unvyr— g Unvl)r—va
EhEAk, B AE, THbaE TIiInAg R—TAO2H, EH
PE I Nk TR - HPE
B2 RE Byt T

4. BRABIORE
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KIEITHEEZWD RN D Z WD bTH Y, BITH - lRAMICE T 2 IR0/ 0HEICD
WTIEARBAZRER Y . SIEMIH 2 B L LR OMke: & N EEAIHE Th 5 28t
AT IvA F=I R LREHEFEOEHNPHEERD.

A BITH AR (B OBBEXNTHY, LEISCEBI T 'Y V752179
¥, HEER - HPEICBA L Tk, AERAORME - UV 27 E TR I TWhRN,

5. #EIE CNEHL )

& TeD JEMAEE (A8v WS —EB KRB | 13, NEEHEREREISRESNTED,
18 A (51 EREIBWPMLETH D LBOOLNDLLAEIT. 20 o) OREITIE, EHR
FOHCEBSO PR SN D, Eo, BEOED HHEHR & LT, & LD fEfE
T PR GIRE L LTRO DT WD, EEAEICE YT 258113, FmiZrrb b=
WEROBCABESO—ERBREND, RELEDOV LS TH L EIELESBICET L FHE
& LT, REGIBHEHEN, JIERRH], S0HE (SEWERIEIR, BafitM, 7 I A F—
TR) PEREO SHEMRET L TVD.

< ESEEHE >

TRED (1), (2), (3) Wi LIEGEITEER & LG L35,

(1) ZFEEFEAEHEMEIE]

MEIEIHR DRI & 72 D CRP EA- %9 38. 0CLL LOREAREIEIEL T 5,

Z DERTITEIIERLZ OO IR X 2R BZ RN 5 Z &,

%W&%W@ﬁ 37 L b 24 FFLL EOBERBWIRM A H L b D& L, TNaiiizI 72
WIGEIT—EHDORIEE B X D,

FRROERIC L DREEEEF 4 BILL RO 556 2 BB EHERIF & 35,

(2) RIEFFEH
%aﬁ%ﬁﬁﬁkﬁmwﬁ<&%2#Hm1@%ﬁbtmﬁﬁﬁ’ﬁm1mp1mmux
b UFMIEY T B A R 10 pg/mL PA EORIERISBEMEZ F IO 5, £ OBRICITEYGYE
RZ DMDIFERNC K 5 RBEE RIS Z &,

(3) BOHEDFFE B

LUF OB OHE 2 OF5 LIIEFNC DWW CITEIE S L, Bikkt4% e 45,

OrE B & & DFH5I

WMELBRMDEIR & 720 1 2Tl EOBIEI OFERR, R A58, BIfi—= = — X MRT (280
TR D RAE T H. 2 788 5 i,

OB itiE G OH5

YEBIRDIEE & 720 | 1 2L O B OffE 278D . & DIE1 Y LIS B ATEEIEO
FR %588 5,

@7 T uA F—v ZAEHH5
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