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(idiopathic/isolated hypogonadotropic hypogonadism, IHH) &
— B IR AY ARG . B ARSI KRR IAA
FFTERE R, R R L IR E £ X IES IR S5
X, MHVEAIER IHH 218 KF, PlREE SN WES
SRR A E AT R AT T E BT, BT AR, LG
KE%,

—EX

H AR o e o iR 8 B UM &R (GoRH) M & 5T
IhESZ M, GnRH 4 B A ISk AE I R %, 5 Bk Ok 7 i i 4
B D, B S R AR DI RE A, FRCh THH, YRR R
PR {2 P AR B E M M AR 30 BB W IR JE ( congenital
hypogonadotropic hypogonadism, CHH ) , IGRRIBRIERE R T
IR THH 4050 AW K2 AR IR Z I E A
FIR LB 1E (Kallmann syndrome ) ; IR BEIEH & , FR A R 5
1E %1y IHH( normosmic THH,nIHH)

= RATRE

B EE M= . EAMIUE B R, IHH SRR % H
1 ~10/100 000~ | B4 toffil 2k 5: 1%,

= RE%

BT 2 B 20 ARhIE PR 2878 ] B3 THHY 40 KALL,
FGFRI1. FGF8, GnRH, GNRHR, PROK2, PROKR2. TAC3,
TACR3.DAX1 . NELF . CHD7 . SEMA3A , SOX2, FEZF1 %6
BRELBRE VARG TR, TR R LR R R,
Filtn, KAL] €45 LA X Yo Rk Btk it 2 9 £, T FGFR1 A0
PROKR2 2845 LA e ik BB AE N 1 . X RFHAT
D EEEGE, A 1/3 BETRBIREERED EEREGE
KW ~2 5 IHH HEURERN . BAH RN, FCFR] 48
BETAHEHRMIERF N L ERE ", PROKR2 52 B %
kB E SRR KALL #1 FGFR1 225 2% 5 i I 1A
29 (BEFE GRS S Z MR X R, &
F b, BURA & E ST OB E L EME T R XY THH &
EHTBRERMGE, UEREEZIGRER, 12 & MM
XF SRR AR
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ARAE T I

MR R AR R M BR T g8 BB fE 1218 T X 4417

HEIRARRE SHESNA R Z A Z,

2. BERMAGER, B/ FHE <1,958HE > 55,
5 BB REAE -

3. MRAERERS . R IR BRI IR K B ¥ ,40% ~ 60% THH
BEAIFIRRBIR R B K, RAERIISk,

4 HAFEI . THREE GG, WER R, S
45 (L) JFEE (BE) BIE s BB B A T AR BE
FACBE s BIR(EH) 1B 3%,

W

PR > 12 S BAEYER =18 30 B S WA
B LR AR B K, WK F < 3.47 nmol/L (100
ng/dl) Y| B RME IR E (R0 E (FSH) M & ks R &
(LH) K PARS“ E% 7 s Pl AEYER 14 51 M=
VEAE R B A 23R8, #E 8% (E,) 7k A% ELAR AR 3 ok
RS E#  ARAR gk E BB WAR

EEELEE—EST M43, Bt THH £
BWEE A EER B A SRR MK TR E
HELEE, 4 SHLERERBTNEE, NHTEERT
MR E , MRS, B FE VT EE E] 18 & L
JE A BIHR B AL T

L. TREBEHAES L ERBHERMT . ELHE
BB RS R B AR E AR EREEHES
K AIEA 18 FEE S S B K (BRERIAE
R) AERELEK MDNEFTRISK BELEERTER
A T REE S EER G EFTERATFABE S, B
e g 2 2 D R B 2 R R I LA B RSB TR S &
P HTW NG RIS L E A 2R,

2. Pk Xt B RE S L TR SR A
T BMI, B3 Tanner 433 | JE A2 R AS FHZE K i A2 FL ik
FU(—f%FH Prader ALV &) o 5 ML ILIKRRIE L W
THH # i EERE L[R2 1 ~3 ml, ¥R IHH LI
HR =4 ml, BREERE LR KB4 HH X LB,
RIS FLA IS E Tanner 4 HAFISNE & B REVE .

3. BN .

(1) — e  JFE TI8E I AR % AL I8, LIBRAME 1
AGMERREFARFEBNERERTER,

(2) MW % . FSH LH 2/ .E, , 28 ; B RPN A LH
JKFLTHZE 0 ~0.7 IU/L, #2725 THH; LH=0.7 IU/L, &R &
£ R LRI HH,

YRR ME ERBE(CH)/BEREREK
BF-1(IGF-1) #£7L % (PRL) [R5 LIRS 3 E (ACTH)/
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R JREE(8:00) /24h JRYFES B2 R EE MRS T, (FT,) /48 B AR AR
BE(TSH) .

(4) B2 2 80X MRI, LIRSS R F1 T i
WA EEE EBERENERNE. BREFEEK
REMNEERR ERENASEEENE, SRNER
ZFres, BRIE A G-P Eit ik  REFERMRATH BB
HASRIFEER, HERMIAM R ERMBEEFERN XK
FLOAUS B E R E . E¥BEERKT 125
At EEAEEABS, HH BEREMHEFERFTER
Z B —MEEEYEER2~3F, BHEFERTE
BE BBHED 2 ANRSAREGHEERT  MER >
2 FEEELBIES, A LH. FSH 2K FET, a5
¥ IHH MIEER T E R E LR,

(5) RIRFEGAR LA A I8 B Bk 1 5T R AR 3 4k 100 pg,
0 min #7160 minfM%E LH AF, B4, 60 min LH=8 [U/L,
PR T ERN-EAR-H R S E B A T IR ; 2ot Ak
WASRIGU L LA ST # T B AR 100 pg, O min FI 60 min
B E LH /K, 354,60 min LH=12 IU/L 4278 F ffl-
TE-HEMELSEINEF L E ER;60 mn LH<4 IU/L
BRI RS 3, vli2 ¥ IHH, 60 min LH 7£4 ~12 IU/L,

PR MR Th RE ¥R 4 32 45, 7 WA U7 AR 1k X & i, 60 min
LH=18 TU/L, R AT RESE 2 J5 35360 min LH<6 TU/
L 2R iR ah sk 2 3, AT 12 Wi THH; 60 min LH 7 6 ~ 18 1U/
L, BRE R ZHm,

(6) BBIRHIRBE (HCG) X435 (7T i) « ISR
Hr 22 AL B 4R A ( Leydig 4R) e, R EA WAL 5
WHLA S HCG 2 000 ~5 000 IU, JE 0,24 h 48 h f1 72 h
(M2 FKF. BALAES HCG 2 000 TU, &8 2 1K, %k 2
MR TR SRS 4.5 7.5 10,58 14 REMKF,
287 =>3. 47 nmol/L( 100 ng/dl) $2 7R #E7E £ AL R 40 e , 28
77 =10. 41 nmol/L(300 ng/dl) &7 [H] T 40 U Zh BE R #F . %
BRI TTREETE BRI, MR E ARG R, L EREE R
BRI MR A E ST 3 N H MR EMK A&

(7) BB, B AR BER BN A B UK FREENS
B, TR /REBEEE. WK S A EBRIREZ
MRI(A[%E) AT Z AP IR S A 2 AR R T

IHH 25 RIAIT Rk BRE L E 1,

AR il 30

1. ZFPEARTIEE SIS T AT - Rl

o, >14%
BH, =188 EILERE
EHE_MHERE EAESs
FSHAILIMTE B T poh | PORLEERER
#EHI<3. 47 nmol/L a L4 215
%ﬁ@%)ﬁl BRI %Mral
TGF-1. TSH. FT% 1GF-1. TSH. FT%
ACTH. F. PRL . CTH. F.
EREG T | ma [ZRERTTERRE B | RAREG
P TR/ CHEHRE) / ERGE
R O RGN R g o
mREER () MmREER (-
e
60 min LH<8 1o/L | B3t BREEEREER Bsh RIHH
o E AR A4 L THH 5 B A A
60 min LH<4 IU/L 60 min LH<6 IU/L

S THH

3 WGk FRSEAE |, s :ﬁﬁmﬂil

nﬁﬁf_# nIHH
HCGX T R
(i)
|
' i i ¥ ! i v
BRER HCG/HMG Jik 0 GnRH | PRAE B R HCG/HMG Hkrp AGnRH PEAH T
R HIT ERBT FSH, LH. %8 BRMT {RHESR T T ERPEAER
AR koo
WREM BEES
% §sBUS/PSA
BEE
LBFER BT

B HEEERTHEN, NETEFRTHXARE

FSH AR BRI 2 ; LH A 4 2 ; IGF-1 . 55 Z AR £ 4 (B F-1; TSH {2 R AR UL 32 s FT, . 9388 T, ; ACTH {2 L IR R F R
5, PRL. 42302 ; nIHH ; 1258 TE % 49 [HH; HCG . 456 R ME BRI HMG . A 2R HEIRB R ; CoRH AR BRI R BB R ; BUS. B B

HBFE A  PSA  BIFU AR AR

1 455 PR AR M AR S A R T BB RGR E ( THHD) SR Bty 7 RIE B R B
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ThEeZ oL, o] B A — Rk 2 A MR AART R 2 i
Beft, BT MEZ PRL,GH-IGF-1 ) ‘TSH-FT, %  ACTH-g
JREETIRE . | ZBEAR B P WA Bk
AT A A gg LA R L A 8 (X AR 2 AT SR BT 1 2 PP R
ST R,

2 KEBEELTER . hENEEELTER,
YREHBHAE 14 FZHHEAFTELFTER " 28
BEREERENAEISERD 14~18 5 EEF, BRE
BEREBE, BUSFESE RTINS EEYIE
Wo BMEHERKGERWEMKE RESNGESTERT
FERFGEEMBIERER K. WBEHEEFRIZE 12 20T,
XRARFAEE AL H 60 min LH=8 1U/L, 5 il ¥ Ei AR % 45
R 60 min LH=12 IU/LPS! B REFREEEL TR
HILHT, BEVTER S/ B 27, BN BT H Eo
THEFEEERTERD L,

3. BERREMNEERENE M. SETR KEES
REEREFRAR, A EFHFELFTRES IHH, HZ
HRERLHEAZE WERE, BTSSR REEEZEM
EWKCFREI, HRE N THH, fEfEM: B L, 2K
RN AR, ] IR 1 R K S A2 U AR — A
BEEY ., REEHRXBEHEFRBRAEAER, 2EH/K¥ET
HREE™,

4 BUHRGHEERFMNEELETEW. BREAE. %
FURIRIIREEGRAE AL R R ST R E R AT E
B RANREEERAEER, AESERELERG, &
ERABUREIEH,

5. BHAMRMIIEE R M B EEERERE S
fiE : % WLEIH Prader-Willi &35 1 , F8 B0 4% B AR B A1 THH
DAX-1 #REZ, RN LRHEE LIREET AL M IHH;
Laurence-Moon-Biedl %5 & fiE, 38 31 0 1R FE HE B 45 BR 55 0
IHH!

6. FRAME THH: T Fofini-Te 8- PR AR 80 32 R B e MA
ER, ALEETH G EHBMMEE M AT, EHAR
BRE] 4 ~ 10 ml, A8 FRAG , 12 1R R 2Rk PR
FEHME, XRBEMMERATIEERTRARE R TR ;
XTI HAT ARG IRIT T T e 4k IHH &%,

7. JLEH HHP" 2 B LBARTE 18 85 A hefiis
IHH, {H—2& )L ZE 740 F 512 0 IHH S0 G R R B, dndh
SHMAEER(FEILO~ 12 A RBEBREEKERER
f8) hEAL(BRE) NHZEMBER L, Shxs LE, 7
[T /N B B R B HCG 1697  E I R B A4 4R
RIS, LABE B LA ZR KO BG4 R st 107 1 T B AR 4k o

8. BRMEARBE MR e B i . B MR R 58y
AR A BN REINRER S W & IR B R P
FRARFRME AR B R K T B B At & W&tk Tumer 458 1F
(MBI AL 45,X0) , LUB /N 25 MBS S MBI E
EARRE NFFIE; B Klinefelter 47 -4 1iF ( #EI4% £ 47,
XXV)UBEERTEE BUHIABRET B T4 R EBN

FHE

+ AT

(—) B4 HH BT

HENRIT R EER 3 M, OB ERER REREE
ANEBIT Ak GnRH A FE 1897, 3 M RARERE
T E M- AR A AR S DA B R RS A TR IR
MFRAATS®E, F U EANHRD, BRESR BT
e 58 Ak , {50 R0 3 BE 8 58 AL E % R AR TR ST L (R B
AT REREERIT RS 8 S AL ZIRAE T
k= GnRH J6Y7 8 i (e dF 0k 4y MR M IR R T vt 2
HEFH,

L Z2ERERBET: () HH 2R R E T AT S
R, EEERBIT R AR WH DR+ —BRER
JEH. 40 mg 1 ¥R/d ~ 40 mg 3 WR/d, B+ — B 2 B v 5 7
125 mgflNES BH 11K, 6 MARKMBIRANE . +—
BREMAKHL,80 mg 2 IK/d ~ 80 mg 3 K/d B+ —RREMHE
515 250 mg MUAEFE A 11R; T REWHEMEWAE,
BHUEEEELAT SR, ILBEZH LB LR, #a
M EIRFBREHSE, (2) <18 Y WE/NHZERL
BEEBANFELZEET (T —REWBEA,40 mg 1 ~
2/d340R)  FBTFHZEERERRRA , — AR E
BRRAFLEE . (3) OMR+—BR LR, UL Mok
T8 i B W, B I B AR  E R S BN AR A
HEEA-ERIEHNEY, A THYRE, (H+—8
SRS R e R, SRR AL A S e e+
PRS2 A% W R USCA ML , L st — YK 3 S o 2 4 T SR B /K
HKIAMA. )P A6 ARAEREBHILER,
23EEMEIEER KFEBHEKE, (6) HiH: 1
2HEN,2~3AHBED 1 K, IS A B AUERR (2
IRBE M ER R, WERTESE 1 R, §MEGE, a5
B AE BRI RS R AP R E
HIFIBRAF RPUR (PSA) (I 41 & H RIE %5 02 LA
PEATHERE R, RS 2GR, 15 T B -2 -1 iR S oh 5
HORNIEE MR et

2. HCO/ N2 R M IR B K (HMG) Bk & £ 5807
(DEFAABEAEEFRE HH £23#, (2)FE#. HCC
LH #9 o SLBAAARRET B TR A AR, FTAEHL LH X £ HLA)
B ARHa = A RIBAE AT, (R E S8R~ 4 . HMG &7 FSH #I LH
H5ro BH L, HCG + HMG B4 WL ST, AT {2k L7 A4 0
TFo (3)FIEBMITE SEPLAES HCG 2 000 ~3 000 1U, &
JA 2%k, 4348, 488% HCG F B, RES M Em4E
£ 10. 41 ~17. 35 nmol/L(300 ~ 500 ng/dl) ; SR/ R ANAL A I
AT HMG 75 ~ 150 U, 45 J8 2 ~ 3 IR, it 1T AEHE 1697 . HIRE
WMPE, P HCG 1 HMG R T A B Eh /K (S5t B k)
FULNES, A 2 K, (4)BEVT:BIFE2 ~3 N ARED 1 IR,
i e ) i, SRR B-HCG 7K BB ALIBFAINE R #570% ~
85% BEEEREHZ 0.5~ 2 0 FW4E T, REEAT
2GR LH M FSH AL o8 i, R B 0] HAT R FEEST, (B4
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& B, JPRUOR HOG + HMG BEE a7 261, (5) FF M
WE VARG ST 13 18 o 2 LR KR IE B 2
BUREFAERBEEERT Y BAMBERKT 4 ml £
AT A FIE R, TR () HIEAR R ; B
RIWRITS  AERERTHR o (6) T RAREMAE. {0
IT 1R P B EK AT 3. 47 nmol/L(100 ng/dl) SI47F 2
R AU RTC AT M K R SR R BRI B 7, 7T
% BAE B AP GnRH 37, (7) Hofth . A 3k
R, ERBRETERS , B0 HCG AT f AR ™)
ARERTFERN, MBEE AT, TR FEHE; 0
KA U BN TA R, BRMRIZEF R AR TRY,
TEBRBI A T HRE B SRS ; Q0K T P R A B R
F, A ERME R B F RO B, B E LK
AR, TR SRS RET T,

3. Bkeb= GnRH A XE69T: (1) BRAARE: BEEER
IHH 3,3 B AT 177 B B8 B B RS2 B (2 1
BMEAM, (2)FE . B3N oh= & T4t GnRH, 2
U il B GnRH Bk, 42 ¥ 25 43 WM HE BRI , 5
TR SRR & RO TR0 . B, SRET M 7278 B 05
PR DI RESEAF R VE R B R A R VA T I RT3, (3)
EHHFIRANEEDT : GnRH (X IBFRHK) 10 ng/90 min, H%E 3 d
J&, i LH=1 TU/L, 739189743 4 LH T8, 42
REERIMR IR R A S R B E SR, I HUS
AME, WE,FREW 1K, SN FSH,LH, S8 M8 R 5
B, VAR IR AR A B AR R Bl I e
FEKTE BB 3 A AR 1R, KB R E A EkIER
FREYFE. () EETRET 3N ABRTRERT
. TERERE 2 EHTERE 100%™, WiFgEd,
SRR RIRRTUS BT, R STH IR Bk o 2t
GnRH I HCG/HMG A4 7 A 0 16 P SR AR P L E
HEEIT 24878 kb= GnRH 485573068 F HCG/HMG
WY HTE EEE AR,

(=) 2tk THH Y457

TETFTRE, TRHERZHRBREBFRET, R

FMIEET . BET TR, TR RS RIS
kb=, GnRH ¥877,

1 BZEMERGHT . REEMESEELT 1
MREMED , BHFE RE/INEESE (R
0.5~1mg1R/d)6 ~12 4 H SRS E, F1 8 (B —
B2 2 mgl W/d)6 ~12 A HIRETHFER/NB B
) R BGA B AR MK, BE S T 47 J S o R K
AIRIT (LR B2 mg 1 IR/d x 11 d, [RERME B2 2 mg +
FEER N ZEER 1 mg x 10 d, {E 2535 /8] 7T A A0E M FRE 4 m) ;
BITHIRT 2 4, B8 2 ~3 A REDT 1 IR, MERLIR M T E K
INEAE, BRI 6 ~ 12 A BEE 1 R,

2. {RHEIRIAYT Bk = GnRH J&77 , FIAES MR H &M
HEGR, AR S . RIBBRHK 10 pg/90 min; [HIFF 2 ~3
AHBEY 1R, T R R M — B ZER T B AR AR L 6P

SLORTUR AL B ;15 BP S FE i 3% ( OHSS ) 1 51 ¥ iy 24
R . BB AE T ERELES T, AR E (2 HE 50
YT, RO F ERIE 100% 7

N HAIBIT AR B FH

1. HCG 857 B2 F/NBAZE .2 % L, HCG 47 AT 2
HEETHEEHES (B CRIE TSR B E ),
FEJLE 541 HCG 3477 500 ~1 000 TU Loy 4T 48 2 &,
3AA B RS AR E TR ERER A, HZ
BB W R 2E | SRR L B A B AE AL

2. T G- AR DI AR B K B IE ¥ (reversal, i
) 43% ~20% 8y BETE KBTS B S, T FN-E k-
PERRBHTHRE AT B E R E B E BRI, EEER
PR AR BRI B K SE B W T 5, AR AR B HT K, 3F
B 3P EIAE T o 10 TR ZERIIR 7S 5 2 B bk AR,
B S 8 LH K7 (BER S S0 MA BRAR X  R JR  fe e
Wik AP EERE . BRI EE D, BH
22 LA (R IR R K ARk, XTTRME LH=1 TU/L
B BT EZI AR B T R G Th B B 75 8 3, L B
B M EAR AR IEN T - - AR T RRIR S

3. BEE . — B BAETRE IS W, TR R
FREFRE . KALL 3 X Je k55 8185 1% ; FGFRI 1
PROKR2 ¥ Jetath s . KB EBUREEL
B REAT . B GAR RIEE 5, M AR B Th B b AT R EAR K
#5Y, BTEEBAG KRR MOELLR, BiTH
SE AR TS T BOR A AU

4 HEHHEGSHELZD. MF2~3 FEEFH
E, REHEEW, - RER TEEETREAE LY
7K, A

5. CEBIRAL RIETT A< 30 R B T BRIBE AN S M AE
RELTSHME G ROHE, EPMAE TR, Il
RRAERGITRE MEE —HERE LR TFHER, BEe
HETHE . ERESHIEPERNS T OB,

6. SEERXTY BRI BN I T B ER B T R R S
FMAUBERRNEEA XY EMBERBITLoUES
R85y, S0 B 2 R, AR C LRI B 1, N TR It
B MBS AT . E RS ST I AR b B I I |
FE7KF BRI B M AETE R R A AT,

HINERELBHULIGENRT) B E (RN ELERR
SR B (LA E S RN AR ST (R E A
BB AR s LA (NS T E 8 K EB A WAL ; R (5
IR 2 PNIALN 2 A BE B P 40 0L ) 5 048 ( o R 2RV 2B AL B
FIBE 2B JLIX MBS B 9 4 BB ) 5 28 SR T (RN K 58 — LR B B
PIAMIRE) 5 FIVE B VAR A B I R 3 5 040 4334
B B2 (P EEEREL IR AIBE 5 163 R B 14
WL 5 [ (M B R B B B P 400 ) I (B I
K TR Be AL BHRE)

M U A ER

FRWE EECBIRESER A SWE) ; £ (P E22R
¥ LEHFMESE  JUEHRERA SR
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