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TEOMM»PZENT L LEIBERTHRELBOD CTEETH D,

3. BAVAY yMMIEMBEEOSEHLE KK (£5)

wmA YA i EERLEETREREE. BITOHAEARBICED LR
Hr—mMicaHEIND, BREESA AU v HIE R EE O — 8
B—HEETFHTHY., —FHAEARMNCRDO>bN L —BHERA 2 Y
iR EEORRIETRSCEHEHA S Ty, LA L, small
for dated 2 WK DO FH AR R LT —@BMHE A A Y KM
ROV A7 7y 78—t L TRLHELATWD, BERMIZIT., #
ERBoOoEA R Y i EIERDEESF/RE»D DI @M E
REWCENZ2H T 52 ELTLLEAES TRV,

4. @A AR Y v KL BEE O 2 )

A AU v MR B E O B W i L R o BE B oo R R BR ML R A
DBE. VWb deritical sampleR b » L bBEETH L. T b b,
EMBEREOA LAY S WEEENS L OMENCTMET 2., 1.
A AV oW OBEENEETCOLILF A LAY B 2~5 pull/ml
FYVEME. 2. A AV rHWOMBNRETH 2 EBEHBNL.5
mmol/LEVIEKME., 3. 42V rHWoMBENFHEETCHL B P
FUBBA2.0 mmol/LEVIEE., o3 205 b0nTFnne ol E
EROLE. BA AU VARELEELBHEATETHD (F6)
B, OHAERME A A ) MR EECIEBE Fa X UEEBO
BEZRZDICSWWE WD TS, £ zcritical samplell 4 @ #fi B)
ZWLELT MBEEEPEFICRSDTEDIILER I Va— AHERENG
~8mg/kg/mink F [ 5 & &, @A LAY MK LEELRED
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(%k6) .

BEZETCASECITAHADITTCERVE, BEFHREETEA VA
UM EnLEEOCHRERZH. BLIUOTROHEECHFATH S, H
EFETELRITCARTELRFEFTRECLDIEA XU iK1 E
DWEN BH D,

5. @A AV MK BEE O R E

A A v ERLEEOCREBEEIELBEECH T2R88EBKB
LA A ViR SWIEH T EHELDLBEY LD,

BEomEECTTI2BAREORMI I LA - 2R ETH LH(F8),
Thbb, /ra—2AKEbEN0.2g8F— 7 ATHEL., 5l &6
WTE 58 mg/kg/mind B CRGEHELZHK T LS., OB, MHEE
>50mg/dLx HE L LT/ va— ARG EEL2RAET L, 72—
AFHRBEIFLERI T —TAEFH R ERET L,

— . T T L DLDBBERIE. B A Y > MR B E
DZWHRHEEL TWVWDLEEDOLBEEE D,

A AV CBRYRERN T HHEBEOE —BRIZA 2 5%
M T 27X FThHD, VI HELEREE L TI10~15mg/kg/ B
CML., M EEFLLEsHEEL L IESELRETL, V7V F
FRHRAOIVEULECTCEEARELTRADD LA TWVWAE L2
T, ODPETRHREAARETCHS,, MABMACKFLTEN SR TE
b, BHEMEAOLLDIE—-HBLbRWVWEKENEEN D,

—@HEE A AU i R B E O T REME B D Tm <L K g
FEWL X T 2 BABERCIVIUERLBEREOEREZB D2 WVWE &, ¥
TYF YRR ROBISZEREICHB I RS ThHL, T, VT %
VIFBEBRICERSOLPERISLTELBEELILEL., TO0HIE2ELHF
MERDRVWEICIEZ —BMESE AU >l MK 5 E O AN E2E
BARKEBEE, V7YV F Y FREORPLELEBRET 5,

T XV REBRICLIDO 2 br - VKRR, b D WIEREEHA
DL TTYHF IR EATERVEOE _RRIT Y~ MR X F &
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TIm I THLEZA I PLATFRETETHS., MIHREEL L T2
75 5 microgram/kg/ B 2 6 BT 5,
LEORNBHBEICER T2/ 4 2 U >l MK f B E T4 8 B
BWOBMIETHD, BEHELAFHIMER IR L, L LEE.
18F-fluoro-L-DOPA% Ml \» 7~ positron emission tomography (PET)
CEVEBROA 2 YBESWHRENOCE AL, &5 VLR
MrE2ENT D2 LEBARERY DO HDB, LEBR- T, SH2H
WPETHA E XT3, ABRBUEEMIC, PETCEVFEEDER Y 2 &
ML, CFAMNBETCODNALEIHREELH. RAMEBRETCINITERS
Ok, Wl IRAEZ22AEEL DD,
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1 EMmPETEEG S EREAEE
IM#EE (mg/dL)

A <60

FLIRHILIE/NR =40
R <30

w2 EMmPERVMESEIREEE

MFHE (mg/dL)
FLIRFA LI /DR <45
HaER <45
BEHEKER <45

®3 BIMFBAEDZHT 1

{E M5 (RESR) S D LLF DEREREER (+)
32 e e o e X
(BrERB IERRM)
iR iR AR IE T AE R
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F+4 EMBEDESH 2

£ ss (8ELy) D BRERER (+)
+

TNa—AE 512X HBRER S

#®5 BWAYAY Y MBI HEREED 5B LA
Rt B BT

T Dtk
—iEE CGRERM) small for dates, {X3E

Dt

F6  EARY) R i GE D R iR
EMm BRI &1 HIRE (critical sample)
A R) > 2~5 plU/mL

W RS 5 < 1.5 mmol/L

B O3-< Bk Ek < 2.0 mmeol/L
mEEERICEOIT NLA—REGER

> 6~8 mg/kg/min
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7 BETFERICEEIE AR Mt E i fEiE

SURI (ABCCS)

Kir6.2 (KCNJ11)
GK

GHD (GLUDI)
SCHAD

#&8 BAVAYvMEEMPBEEDBE 1
EimEiEI-WN T HREGAE

HFIa—RX 0.2 g/kg bolus

\ 4
6~8 mg/kg/min ¥{E
\4
5 25
(FIHhT> 1 mgim oriv)

#®I BARY M EMBEEED B 2
AR iaE BT HaR
F—BIR S7IXIF 10~15 mg/ke/B
FE_R/IR FIRLFFE 2~5mgke/H SC
B=ER SEAR
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(&rt2)
BREASIEDBETA FT7A

BN 2RE DA & W

BERAEME ST, SEE. #ITHOBEER 2 EOBRHMERICNAZ . K4 2EBED
FEEMEER 2 R T EREREBThH 5, — BRI AR O ZE RS ThH T Bla T —
FUDBRFERIILY BNHLIWVIIEMNETHAFERCTRET LS, 1 M=7 7 &
FACHERF ERD R VEF b FET D,
BIRARSEOHERBIIIEFICEE THY . AFNTT IR TTIEIER NS, A
DIEVHONRERN R BRERLEIND L OFE TH D, Sillence D3FRITHAR S IA L fE
MENTWAHMEKSET, FROBEEEALHARERETSZ EXFAETH S,
WATERII B B, BER R EREFOERRBM L FEFOERICINA, HERE. &
iR, RAFEWRAL, HiE, BHEREOBRMERETH S,

Sillence D43#A(F 1)

EHESHWLN TV ABRRSE CIlRMZEREEZ XML, ZRICHEH T3, S
OREBHFEL, IV XN 0BERRREFALRELDLNTWEZ ENEL, B
FETIIVEILLHZIZ 3 DORINSEESh TV 5D,

T ANTER & Sh, BREREEER, FRREL SV, BEK -REREFEIRETH S,
1T EGG R ESERIER CEREME ORI EITA FROEI, WREEO L DIZEET S, &
irEblc, e, REFOKXKE, ZRITL Y ABC 0FFRICHEHIND,

I ZBNIEATHEDOBER . FELOREEE 2 RTH T, —HICIRE T EFHMIC foamy
appearance & FEINAIAIRKROE LWEFRERDIEMN G H D, BEOEER & SEITHT
DT OB HTEEETE R CHIR S, BITRREE R FNRZU,

IVEIZZ NG 3 oOFEAEUCHFETE o VWAIC, FRBEL DRV IBHRELR ThH 5.
BER., ZEFIMHOBRELRECTH S, 1, 1L, IV BFE S EFHEREAEOEEIC L
DA (BFEFHEAZZL) B BFEERA2HY) OERICHEINLN, 1T Bk
WTREFEBRASTIRELFE TH S,

HEABEITHN2 TACLIAT, bBETREI 2>k T7 v — MRAAETIZ I 31.7%., 115
1.7%. T2 15.7%. IVEL 243%THY . &Y 26 5% 1IN0 ARETH -7,

2

G BIMEERT L BB SEC S L — DR TH Y . LLTFIRT 2584
2R TREBER ST ERRASE L BT s D, FITHARINLRBDOOND T
ELHY. ATHRICT CTCERIEREREL TS ZEnbEREINLZ L bE ., F
oo HAERAESBIGE L, ARICKT 28 & MARICKIRE. L. TIROMEIZME
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THMN, HE. WE. BEBFOBNOHEELECONEEHNOFHTOMETHL, Zhb,
AR, BESOEmIBEER THD AL, 1Bz, BRSNS, SITRARE
TE7R 2-3 . EEEOHEINT D/NERIRFETHENT 525, CORMEKLE & HITED T 5,
BEMIC B U TEIT RIS HEREMNT 525, BRI LA CiIF RO LNAR
2%, ZOLSICBREBASE CIEREBOBFBRICEITDTRT L, HET. HE.
FRICHBIIERAET S, Acrania LIEINDIEEOHEBEDOEIAREZTTIELH D,
—RICEEEE L VEEEOB(LAR2NE L2, FHEEORE LIHIICIER# SV
EHLZVR, IR T U — MAETH 40%DREFNTHEHERE 2RO EERIER OO
EDOThHD, B, BBVETHLN, RIEHE. MMl EIEEEITIC X DHEEOREE & #
T2, FHERENSEOEBEEA ORI L 720 | HREEOIK T, HREEDRK &
5,

DXA(dual energy X-ray absorptiometry)i:iZ L 25 & E R EIT B R 2% EEBMIZFHI T
EHFETHY, REBOBWOHBIE LTHERICHERATHS, BHEOBEETE LWE
ffiEmy, eloBRE~— T —BEEDREICHOONTOD S, BEIEEIZ L,
Lo L AZEYIEROFNME 2 FOHEICFHASNORETHLID itV ¥/ U 384552 N
SHSRDO G D & CHiERD LD LI T THET L ZENARETHY . TN HDOIIZL
DHEIEETRNARETHLZEE2RTHELH D, ALFHRE TSRO O
F. & Ca fUE, & Ca JRAEZ AT HICMIE ALP IEHES SEOH b MG s T\ 5D,

R W

BRI BT R TRBIXG L 0D, HEMEEHERE. BT MDY 7+ RAT7 75 —F
M %€ . Ehlers Danlos JEE#E 72 & Td %, Osteoporosis-Pseudoglioma e & & 1&
Osteogenesis imperfecta with blindness & FRIZAVEIZIIT 2 E X TV BUZHEIT 5,
Bruck SEfEFEISERMEOBEE WML O HRTH D,

BERAREDE AT + A7 4 F— M XD 1EE

HIERARIED B B I U TR ERINIHIH CTHDH EAT 4 AT 45— & Al
DRIIIANT P p— MRBHR SN TT CITEEE 2 T A A, 1998 D Glorieux H O
DI HEBAICEEBRASIECBIT 2B FHOBRNTHLROND L Do TE i, BE
FTIC 16 BLLLDBFE MG L LILIGREOME LT TI®RH DGR 2. Tk, HHO
RIGUTH U CTERARBR A ME LU I#E<HFET S, LL, Zhb 0ol Adami
ONERIZXSERE Lz ®ELS. RCT (Randomized-Control Trial) Tit7z<., =&
FTUALLTEBNLOTHLIM., BRI EROWE, BEEOHEM, BHHEE DR
o BADHEM e EOHRPBLN TV, BICEROKHEIIBENTHY . KHFHFELAT
2T 2,3 BURMICEEEIN D, ZOER, LRI BT B2 REKOBESL EREICBTS
BHOEIMICEEL TS, LWEHATCIIZ 0ol EBEOWENRDLND, MORE
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