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ALMERRBMEGEREGERE LA, ALEBRA EAREEAZEH
Rg—. B, RENFPURBEALEERN LD BRABG AL, X TEKAXS
# RELFREAAEENEN, IS X MAASRFRANRERE, BT
EREESFEM LS TR e AN Y, AP ATUIHER, AREMFH
(AERATBRAOFL)AH AL ER AR ATERARATRENAAT
FHARFRRRE  EASREARBUEEREOADETATFTAETIRANAREFR
Beo T4 M EGBENER, ABEBRTL 2N MEMEGH BT FiE, ZEKR
EfEEHNHFNEEZRE. RINESASHEN, EEMBBERER . EHEF
MELEREBAG T X, UNMERBERET AF, A8 2011 £ 4 KU
k,EHERBRI,E TN 2014 ERMNMXALTERIE,

ATHERERA¥E —HMBERAENLSRELHAARSEAFERRE
BHERHE REAETEAR L ALRARBRALENER NERXRZANA
BEHERFI B TARO “ DHER “AFTEF “AF “EEER" ¥
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™AW - SRR

H—1 NERE - AFCHESE AR

JIE i — A= 58 TG RE L5 A iF X FR A Frohlich £5431iF  Babinski — Frohlich £5 &1iF 8
Leaunois — Cleret ZE 5 1iF . &M T4 B KT Al F 32 - W W IIRER
AL, B AR AR B E R (GnRH) 20 W i /D Ak R MEPE R 2 B A B 5 ik
JERE, 2 W F ILESRE D, DL Ttk T EiZs 2R  RIEE i
AR MR SMY , 53 GnRH 43020, 5 | 2 4% % Pk 3 (A 8 (A AE il 2 (LH) Ao
HRNBZE (FSH) 40 /L , HEHEMATA RS M AERAETEAR . RN
X, Z AL BEhs KRR BRI LA 2 R 40 . JE A T B T A 2 4 AT R A
Sl B AR A , 18 T B PR A RE AN B SRR o AT A i MR R I RE {8 A A
RBEE S IR FE B PR i . 4> ERE T oo o 28 B M A8, T RE = 22 R A T
B A (TR R TR

[ W24 )

L IGARER

(DAERE BFSYLR O, SR S 1m, B S , 25k
O, B FRERHERR, B FUBR M &t , Lo P FL AR B 0

(2) PERRENAEINIR  AhAFEEE AR R, BRI R/, AL/ RS
B, aMANIAE T, FEABAR, FEMMZ ., BUAF R E W 2R 500 1R
THEEWHE , FHE T % , AT a4, BRI RERES s Lt A 2,

(3) Hpth 23 EAH AT A T s LA R i o oo R B, s Kt Skl L &
A R LT B | g R SR IR ATRIE Y B R P AR R IR AR AE A B R
IRER I .

2. I E S A

(D HERRhRER A M FSH LH B KR T R ERE BB E
(LHRH) % GnRH Y4558 52 I 1F F 8 IER .

(2) AR ki CT BRE AR AR (MRI) £ 2 %) & B kA B
A

3. %5z




W P53 AR AR A 757 3R (5 2880 ) {00000 0000

(1) BaitERERE

(2) fRPERERE - AT R RELR B1E .

(3) IR VEPERR T E VR FEAE B .

(4) FERRERBAE

(5) Laurence — Moon — Biedl Z541F

(6) Prader — Willi ZE&1E

[WHITRF]

L ERATT N e AT FAR SRR A ST, At R A 45 T HE
HITRYT

2. BERRRYT  ARKE HIE S, BT AA TRAEZ5 Y, fn U

3. WMEBRMIBRIT EEA 3 #MIGYT T :GnRH,HCG/HMG , I EIGYT -

B » ;

GnRH J4y7 (D FIfEHE L LHRH 1558 2 F 4, 2h, @CnRH

25 ng/kg B S, B 3 K.

HCG/HMG j457 GnRH ZUEAERT, LA S HCG 1000 ~ 1500 U,
2 ~3 W, LR EEST HMG150 ~200 U, 458 2 ~3 K.
WM EBITT Otk MR, FF 4 0.05 pe/ke, 3 2 4£ 0.12 ~

0. 15 pg/kg, B V8 857 Bk B30 3 N2 #E 5 ~ 7 d, (L9 3 5 22

10 mg, @ P M FHBERR 2 50 mg, & A LN S | ~2 K. B2 FFREK
100 mg; %5 3 4F A AKX 200 mg,

7% .GnRH & At A2 b Lz &4 Fid SR & fo i S0 B AL, &k
ARFEDEFF T T AREFALE T TIEES k& L0 A kMR, B
MR F F R KR REEER, T H KA G KA,

(fE )

1 Kallmann £:51F

Kallmann Z5- 51248 5 KM T A2 14 AR 3R B0 R (GnRH) 4r ik =
FE VR & F R, R e R (S0 RE R ) AN A S KRR IE , UFR IR
RS — MR B AL LE A E (anosmia — infantilism syndrome ) & #4: 41 HE M8 5% 312 2
SRR, LAE F I B GnRH B = vhtE IR & & B 65 FI0RL s BRPG M AFIE. &
WRBMER 1/1 77, LR 1/5 J7 . MIBEAMES GnRH #1248 J0 Y IR iy 27 UAH
[],GnRH #£ TR I8 TRREA L ERE R BBITHAT Ekh R X,
B FNRERL GoRH, S20a T Fr i 4 28 P4 70 00 3 B T A5 ORI TR R B RE 2 3K
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Kallmann ZE&1F ) & 4=

[2WiE 5]

L I RZEI

(1) Kallmann 5G4 AT A HOR PR SR

(2) BHEL UL, RINKTCBE AR —HIERE AL IR

Q)W BEHANIMEHBEEAR  ZEHEFM AL B _HERAKRE .

(4) MAFEREET, B2 AS —, b MRBE i 2k VR, A4 AR AR A R R T
IR

(5)HMEM. 4 F AE BN HE HERTE . EEE SR EOIRSE.

2. LRERA

(1) HAE M M 28 M — B (E,) LH FSH KT .

(2)HCG AR /R M Rk B, B & A& .

(3) GnRH ¥4 50 2 300 SN HESR

(4)BER, RREEAR .

(5) Yo fhgRIER .

(6) FH /b KAL FEH AR,

(7) 4k X Yo RS A Y Kallmann ZEG1E , 9857 2432 (FISH) 45l 2
7~ X YL (R I s iR

3. %R W

(1) #EFEME LH BRIGAE o

(2) PIST P BRAR P i U8 3R P ik 2 RE DR i

) EFRHEHHB A FIER .

(4) Turner ZE&1E

(5) Klinefelter ZE&1iE . N

(6) FoAhy AR e P e 08 38 1 P T BB DR Y £ B A

Gy ig=dE)

L SR AE B AL THMESRGT  RAEFENE ), ST 5%
THIEIERAE JHRIEEFRES . v

2. HHWIAET, GnRH 259677 nl RIS K MR 3058 e A KE 2h o
e, A S IR T ROCR B

s #
GnRH 357  RIBHH 100 ~200 pg/d, 5% 200 pg K6 H WL ST, 44

60 ~90 d 2 1 A7 AR, 451k 1 A A R HEE A, RIS IR eE 1
BLRIWTST L ki 25 2407 1 J2oHs SR ERAR 3 351 1 500 ~2 000 wg Al 6 ml 7

LLLLLE

I

PECCTRE



PRI IIIIT I

W P53tk msIeR AL 73 37t (5 2880 ) 00000000

SRR S , FH A BBk b 25 25 AR 7 452,90 min [0 60 ~ 70 L, % 24 h
52516 Bkab 1 AP A6~12 1A,

HCG 1 HMG BESI4YF 5 1 AH , LA S HCG 2000 U, 42 ~3
WL ST HMG 150 U, 8281 2 ~3 ¥k, %52 3 ~ 6 N 7, 4Rl K& nT #F4k
#5148,

ESEE] mesEsRinsr & LRGP BCR A, BB H A% 84 7 W,
BT PREME , T UMESE RS _HIENEE 4R R e

B 5. CoRH A B2 LS HMA B EREEHHKAE, *HELH

FEHEFE FTRAERLE T TIE RS RwF AR R SE, BH

BEKBAANSHERABBETHS L AT,

(FF 1)

HEN RE

PR AA4E ( diabetes insipidus, DI) 2 i1 T 41 Fl IR ## & ( antidiuretic hormone,
ADH) X FRHS 28 1% i [ 2 (arginine vasopressin, AVP) % 8 A J& a8 5 43 k=
(HPAXPE PR BASE ) , 8% B AEXS AVP AU, PR R B 4 PR A SE ( nephrogenic dia-
betes insipidus, NDI) , B/ NEF EWBOKIhRERRG , ARELIF DELZ W, Bk
WRZ Y 21, Ha R B iR,

6205359

L. I REH

(1) 370 X M PR A RE 22 30 0y HE PR R 508 £, PR BEXE I, 4k i HH BB L &
Ko 24 h REBHIES ~ 10 L AR 18 L, MR AIERE ZIR S8 . £
RAE PR AR X H5E 5

(2) B PEPR AR RE R BN Z PR U8 (221K, 5 v A P DR A i e R TE B e 22 531,
KA WA i, TR R s

2. EREKA

(1) pREE #8312 500 ml/d, £k 4 ~20 [/d,

(2)PRICE - % 7E 1.005 LAF, #8434 PR A A 28 5 2R IK 5 9 PR b 3] 4% B8
bin =

(3) M ANPRE 7 « (M35 385 1 1 % 50R 5 (IE# 290 ~ 310 mOsm/kgH,0) , JR
B <300 mOsm/kgH, O ( 1E%H 600 ~800 mOsm/kgH,0) ,

(4) B0 . AR SE 2 VE PR ARE R B = AVP, AT 28K IR B2,
PRICE < 1.010, JR¥&&EE AR T 13K 8 % H (300 mOsm/kgH, O) ; #5344 bR A SE2E
KGR EEEE A 1,010 ~ 1. 020, JR 2 % 8 % 4 400 ~ 800 mOsm/kgH, 0,
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(5) BLEAEK — IR E RS : B | 20:00 FFEAZETK, 22K H /R8:00, L5 &
/NS PRARAS U PR B FNRB B . 24 FR2 3 e [ 5 i), BB ZE 2 IR B &
Hi2= <30 mOsm/kgH, O, 5 I 3% 38 5 JE , I B FESH AVP 5U,60 min P R
A E KB EE, EetERE, H5T AVP §IRB &R < B &%, 5
AVP J5RB 3 FEIE N 50% ; 54 H BR AV EE 2R KR IR B & K > B &k, T
5t AVP SR E RN 9% ~50%

(6) Ifi3% AVP 5 . IE % A% AVP 2k 2.3 ~ 7. 4pmol/L, 281K J5 W] BH 8. 7
T PRARE SR 3 I 3% AVP R, 28K E A TR sk B AN 2 5 B P PR A A A8 25 13K
AVP IE# G,

(7) 885X X F . CT 8¢ MRI &2, X2 W o5 o7 1 9 728 71 Bl A o o A 1R oK
#8h.

3. Y52 W

(1)K VR R - 2 bl TR A e R R BT B Kk U B PR . LG PR AE
R B & 1T 3k 3, SE 0 A A 45 R AE (E R

(2) ZRAGE B PR A AE - 18 B T B R K BT (R ILE 7R 495 I E | SCIR 40
PEE I B FRAE (4 7 R A 5 0T S e B /N TR, HH B2 PR AE

[T )

| RAERE WA TZYIRIT, & BIKOK AT B 1AL K ) & A BRI A
B R e S5

2. HAERHE IR RS S A R SV SR R

s »
P A R ,

(1) S EMEHE 25 mg  bid ~ tid, X B bR A S A

(2)KEPE¥E 0.1~0.3g tid

(3)ABEHNMK 0.1~0.25g qd
T 2 il 55

(1) TG ¥ 10 ~20 mg  gdh ~ qb6h, B A

(2) 170 BEMR i I L (JRAAIE) 100 U(O0. 1g) /5 ml,0.2 ~0.3 ml, B E
WA ST, 1 ~5d dE4F 1K

(3)KFIEE 5~ 10U, f e TEST, -T2 E R 4E

(4) F& % & ( Desmopressin, DDAVP) 5 ~ 10 g, bid, A] fiz T 3 5, tha]
BN, TREIR ¥R (Minitin) 100 pg, bid

R KRR RSERE T F 8R4 H AR AESF . RAFLE-FH0E
BiEE RS, B afoR Lk &R, 32 &R A S T IR

XXV,

—~44k&
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W PG ERmtRER 75 3R AR €5 288 ) 000 0

BLEE X, RBAREREEK, i RIKaE, SEETHKMAERAHF
BRAXmEM, A% SHERXFPRELAREEA,
(& )

ST HUFIRBE 2 ANE A5 A IE

HURI PRI E 53 A8 24455 1 (SIADH) 2 i FTHUAI R ¥ &K (ADH) if # 5r
W, R ARSI B R IR N L AE R B % RN S IRE B R
G RERE1E. SIADH &HERE , 5§l K2, 24k K T X M 22 R GE 0% I
W RSB B RAE 2 Y ESMEL TR A T 5 | I PR S U A
H,

(W )

1. ABUMIK B BEIE <275 mOsm/kgH, O

2. JRiB & E > 100 mOsm/ kgH, O (7E{K KT )

3. R FEARRE

(1) TAMMIMNR AR ERIESR  ToE AR IR ToC 8 i 3 | TC B ik 3 B A
R

(2) RAfSMR A B ZER  ToKMEEK .

4. JREA >40 mmol/L, [FA R & A BEA IEH

5. U EFRE ATFRE VH ERR HRBRZDREE K

6. 3T 91 JC A bR 7 A4 ek A

[RITRF]

L —fRyy W4 REs FRIENK, Bz shwi b, 7 # B 1T ik
FIRBE A6 70 PRI 565 A B, A1 2 78 K [ 00 , 3 0 Zc 0 B3 FE4L, UM ) ADH B

2. WERIGYT AR E N RS W RUIBR, Ui fksT . SIADH B9%%
15 % 7T BEE PR B AR TR % . Ciaudo J54RIE 1 FISME T 4 Mgk B2 9 A Mk 1M 48
Ha£r & AEFF & SIADH, 45 K A7 ik B 988 i K 2% f## J5 SIADH L% f# , Bl & B %
SIADHWLE % . A RRYLF , I AR K FH I8 24 470 B8 24 4 44 ) SRR g , XF - fii 3 Ji &
7, S PURY , SGEE S AR, A EBVE B JS , ADH 195 Wb, B HE
KX EAY AR LAE N B 47HB .

25514 STADH S 37 BV 1 FH AT BER 259 . A HRGE TR & 5 74 7 ( ik i oK
B GEM M MAERNATMAZHARGRNER), H-BHELT 458
SIADHH 259 A Z Ak S (6 F B, AT [RIET R A R A R (LR @B/R) , LIS R
IMAE # &A%

3. Yy IEAK I 2 AN IfLAE
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(1) BRAIAHFEA  FRAE B AT LIBRMIK B8, 48 H £57K800 ~ 1 000 ml B
Al R, ATK B 2 /0 BRI ARk, A R PRAK DA AR E 8/ 1 ~ 1.5 kg,
— it 7 ~ 10 d W] I 3 8 05 R B NLE G R BE B A R B IE R K.

(2)FIBRA  AFEE K PR (QnHh & Bk 5F) IR . 2l
FHUEFEAK (PR ) S5 PR FRHAEK o #E R R 75 7T LA i B /N 4 T SO Bl )
WAL, BEL R 5 400 J55 1 2 RS RO T i, (o B /DN s PR K ) 2 MR AL 32 L, M T 0 31 17
ADH HFE . WhFEK 40 mg skl Je AR ( FI PR AR ) 50 mg —IR 425, InfE HZS 5
8 hiy bR < 4= H FREE1Y 60% , WU A] 45 570 & i . 5 A1 BR 3R 4 [R] B, 3 &
FIR 1 ARkl T AR B A . SR AR BRFNE ST AT 7 A B ILE , AT (W) B RN, sk
AR ) PR 7R A5 W g M PN i (AR RT Ol ) o R ELJR R (60 mg/d) AT =H: 8
BEHEFIIR , A=A AR E ILAE , 15 PR 18 i3 B 0 i B il HL A o e g 26 ) Bk 79
T S (DU TR E ) FEAE O, A B AT INEE SIADH, 4 il Mk B Fnis i e
EREKE G, TR, 7T 2B 2K (B AT H 5% # AW . LS M
PRI %A, LABH SIADH & % .

) RmBik RIEBREMNFTIRAK, AT MH . AE R 8 5 0] 76 R KR IR
B[R AR AN . 24 B e 7™, Hh B AN RO & | Bk AR, S g
F 115 mmol/L B 37 # Bk 28 3% ~ 5% EALEHN200 ~ 300 ml , LA 353 $52 25 1 G vk
& 2 120 mmol/L, 5 J5 b {8 L4 8] 7+ 2 130 mmol/L, JHE I 3 35 By 11175 & ifi 7K
i, T[] B 1 DK kT 1, RUCR B A, ) AT i 2 T I A R R R I R B
FEZEIEH K. Gross FEIN A AR BE O HE T 1 48 /NI AR 3 0. 5 mmol/L, &
Al S B R ,‘!ID “ o X i AF B B #5 2% & {iF ( central pontine myelinolysis syn-
drome)” ,

(4) R TR E  $h R IGYT SIADH K 4H M AE AT, AR 28K,
1E Addison J {4 ILAE A , 25 S8 B o R B BR 18K R 75 FH S mg/d, TR YT SIADH B )i
INKZE 20 mg/d, BEEEFHRERN 1 mg/d, % — AT MAEERRAEE RN 2 ~
8 mg/d, WEENIE A TT AL BE PR TR AT vl FRAAHE B DL D IR AP RUR B4
HAZ AWK 0.1 ~0.3 mg,bid, AT H2&5 ifi 44 4 ~ 8 mmol/L, PR3 in BR4H HE itk ,
RLEIE AN . N 3R B R A AT R BR K , 7 R ARG

4. M) ADH 233 K455t ADH 4EH

Saito 25X 3E FKIEKE EBR in i ZH5HT77 OPC - 31260 J&¥7 SIADH /£ T M4,
OPC — 31260 ##Jik 7 FBHVE FI 47429 4 h, 87 0. 25 ~0. 5 mg/kg OPC — 31260 ]
Hm 4 h BEURE WO RBEREZE 225 m Osm/kgH,0 LR, X R0 FRVE FI A
i F RV T HEM 38 0. 0. 5 mg/kg OPC — 31260 AJ{f f e BE 4R 5 2 3 mmol/ L,
$7x OPC - 31260 ;& SIADH fiR4A L AE A R HITRIT 259 -

HEAR(EHEST/ER) nJH#bi ADH /EHT B /INME L M 32 R o g @

e

-«

>

PIIIXIIIIIN>
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A

W PRt R RS 37t (4 288 ) 00

FRGRGVE T, AT 40 H T ek 4, BRI AT R FRERE 37 . IR A 600 ~
1200 mg/d, tid, A[ 5B KB AR . T 5 ~ 14 d A IK4A ifiL AE 7T 25 8 i Bk
& HHEHEWESHRES MARENET <8 2L vk L BURIME, M EHE
7 H ok, Bt b2,

PR TS BT ADH 0B /M ROE RIS 2 5R , B R B RE K, e R0
FH o 3 2 45 g B AT 0 22 T 1k 4 96 ADHL, (B0 A, 20 )RR 26 L 86 71
FF 74 5 0 ( Oxcilorphan )t 5 #9022 443304 ADH (946 , 358 1 5 89 D0 xof 7k
0 far HE tH B8 ) 2k S PR B AT 0 . B AT TS i ARg 433 ADH 9259,
HIRITHH % B 9 F R BIBR T skAkyr .
at vl
FHIF 23 G B0 45 BRANH ] <48 83 < 125 mmol/ujszm@m%

fﬂﬂ% w1

(1)3% FALBIERLL 1 ~2 ml/ (kg - h) (UEEEE  iv gt

(2)BkZEXK 20mg iv

(3) i g 150 FF 44 32 BE 22 1 4E 2 mmol/ (L« h)

(4) 45 2 h W a0 50 9

(5) HATIZ W T
T AT 125 mmol/L 4 B A FEAR , {8 R P4 i ] A7 2

(1) #HATLWITAS (%58 CT s MRI) , HEBR 40 M 40 i 5 56, 1A ) % &
0. 9% FACENIEI v gtt

(2)0.9% BALEHHRE v gt

(3)MkFEX 20 mg  iv

(4) M4 15 T+ £ 7 BE #3 4E 0.5 ~2 mmol/ (L + h) , >4 24 h 4 ifi 47K F 7t
8 ~ 10 mmol/L A5 (|- bk 7

(5) % J&{di ] Conivaptan (HU | FRIE 32 (KRB , % J 1)

(6) 45 4 h W U0 i 47k - 0 9
AT MAA1E T 125 mmol/L, {HFEAE AR

(1) FATSWIPTAS (% & CT 5% MRI) , HEBR FLAbE R S35 A0 16 604 I i

(2) BRAK (4B R B AR , ATARAE 2 1 — 1 SedesE FRK I B

®1-1 RERHE

(FREM + PREF) / (L4 HEFE WA PR ] Bk
>1 <500 ml/d
=1 500 ~700 ml/d

<1 <11I/d




