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McCune-Albright 2§ & fE (McCune-Albright
syndrome , MAS, OMIM#174800) J&:— 21 5% WL F) i P
ZEAAE & 99 % 1/1 000 000~1/100 000", Z 5 L
il R A% G 25 o ME ALY GNAS i B 14 (A 4 i 3567
NREMEAE R G HE 32 Al A 4 B 5 2L, A 3
T Z B RS, L FE AR B R R R (thyroid
stimulating hormone, TSH) &S IR &7 i &=
(adrenocorticotrophic hormone , ACTH) i # {4 4= i
# (luteinizing hormone, LH) | BF ¥4 H| i =
(follicle-stimulating hormone, FSH) | 4 K #

(growth hormone, GH) 4§, DA M A 2 K2 & AE#
2 AR N WA 4 B A0 B E e AT, PRI
PR AR S 1] S B AN A3 WA A = D IR S X 2 &
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AE T Im ] 22 2L MR AR D RE AN A= B 45 ) R, GNAS
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MAS HY AR, FE IR R 2 ia FAE B, Bk b4
B2 o JLRFA o s N A bt AR AR 2 20 b AR LR
ik 5 i 4 2% D12 ) R L e 5 i i R B2
WFFE D R 52 TR S 25 [ N SN OGS 3t SR
SITE R EAL L, DI AR RNT L E MAS 297
R,

— MAS [ iZ i

(—) Il R I

MR = HRAE AL 5 Ah R M 1 524 (peripheral
precocious puberty, PPP) | 57 Jik 45 7% Wi Ml B - 21
4t % B A K (fibrous dysplasia of bone, FD) , {H = 1k
iE N2 5 24% ", B GNAS FE R AR 55 5% A= s ] 1 8
LA AR E AR S S ik S R BE N [R] , MAS ik
P R ™ EE AR AN (), ASAT R R R B3 & A 1
R A=A i 8 Chns A= LR R R 229 ) | e R R 30
ZFEHAFE AT

1. B JoR 2 473 WA R« 50 DL, W Y A i A
IR AN AR B . O BBk BT A (0 (B 3R B . L TR
H T B B, N R, REmA W,
T IR A AR B AR, 20T
HRAR— DA Bt rh 2 BARAr PT R b 2k, (R B
IR/ T FR S i ™ B AR TEOCHK . AR
FRIPE5 A 5 FD KA AL A e

2. NI R G AE « (1) PPP R ZE AR M i A
JRE I 2 6~7T % AT, w2 I, B 2 i 2
1:9° . L2y 85% KL PPP, J2 e UL I A 43k
RGRM, WHEZWZIER. RINABLT . 5
e AR R, I T S B AN IR (R Ak 2
KR, IS8 R A (853 2 () P B R T R 3 B R
BE b (— s 0U) . PPP AT R KA AT 4 %
TS VA 5 B A A I 23 PR R A )
SR R (SIS REEING-AE RN & o3 S PR i ]
PGB M . 2SR A BRIk B 4 i
Hb,H I R AT, AR 5 2 R A Oy R A R
(central precocious puberty, CPP) . 53 2 I L — il
OS2 AUIE R AN (B 52U BB A A5 5 B DL
29 i 85% , fL 10%~15% % 4= PPP, 3R L0 [ 25 4%
KOCBABAE R e 25 A AE KO B R AT, 00
J& B[R RE AT 4k & CPPY™ L (2) 10%~30% & L% A=
% 2 b B ORI T BB JU I O O AT R 22 & AR .
GNAS HE 5| A7 S 3 30 5 - i A BRI 1 A, e mT e R
T3 BIHVR BRI RECHEAE (LA R AR T) o HEAR
JR R S B RG HE RON 319%0~54% , S HUIR IR TR &
PRSI B ZE T, B S AT DR 57k T8 A AR B e R B

2 R R R S 25, AT AR SOR FE FUR IR T g
o U B R AR IR E Y (3)15%~20%
JLIR B GH 73t 2, Horh 46%~80% 4 I e WA HL.
R IMAE , (HFZAR 2242 30%~65% 1T A H 7 4 i
e AR R TR LAY B R WL, SOk R IE T ik
80% "', 5 AR, A = T fig i B LAR 2
PR 7L s A ACRE 2 B, 5 B o Al A A T
Wi (4)AE ACTH M B2 BT B3 22 0 & MAS 5
DUAE 2 5 678 22—, 2 F 1 2 R R, B d: L
i AT LUJE MAS B B AR o F8JLIE & AR IR
INTHEWE L, B AR 28 W33 R e Sh AT A5 126 Jik T
Z5FF B i v OB R R G AR IR . 1/3~
172 LRI {47220, (R /D08 LRE R ™ 5 2
RRDIBR . H AR LA H o g 2 mT s e e 4 1Y
MW2RER , AT LSS0 e Kk Az iR kR
S e (N G A R N S B

3.FD 5 R AF 4 41 g 4 4 [ (fibroblast growth
factor 23, FGF23) 4T IR M MLAE : GNAS K&K 25 57
T B AN M ST IR SN I A
FEF 2 36 o AT 7= A2 KD, AT Sl s S8 ] 5
Hol g 28 - 47, 1€ PPP R BLAY 5B L P FD A H R
46%~98% "7, FD Il R 3 I 57 FR B g A8
JEARNTE A5, ol A AL TR AR A P
BAOMNEIL, hn] R4 B Z A B S B0 EIE A
i o DA Sy P e R 30T S, B B A Sk T S
eI PER A Sk AN KRl K Sk T B JRe
17 R BB T, B 1 P AT SR
WY - B BEREAT . FOURS D AT F 6 b 28 500
FIFIWT B2 450, B AE FD o] BOE AR 25, DBk T
AN O T AE . FD #EZh LI (3~5 %)
A B, 5 v R E RS SR YR A R AL
B IFHTT AL B, B gL BLAE 5 FD 2F 5k
EAE e LU HA I GH 4r it 23 ) FD {3 H54:
TN B LE R O, — A T D AR
IR R 2 AR . YR AT JFD P i sk 3 kg
FEE BT, 2 S R ZUER | JR R
KWHE  H B R 25 R . FD A SRS
Alfig, LA I GH 43ibad 22 543 0T 50 34 AR
B A AR 3 N, FD Af = A i i RGR23 UK
{1 n s S ) W IR BNy | = S A
JRUBG ™

4. HAWAE N - R Ge A2 - BLAT A F R JH
THIRFUE , LR & AR B a8 o™ . Hofthw 22
BHGE B A T HREL IR I SRk
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SETHGLE JHREAN MR A g | e R A6 K I A
79 i TN (1K= 2 T 2 N R L L Ay
O H T i O g R e R S R AR K
8 R PR LR IR T By SR P LN R RO
(o HK Mazabraud Z5-& 1iE ) 4y il 44 53K T J6 98 74 42
e, ZT0 A ERER AR ARA I B A AR e L. 5
AR B REE MY RE S ™ . MAS & PR fE LR
9 1 AU T AR, B AR AR IR R T
RTE,

(Z) 5Bk A

L SCHe S A A - (1) JERNME A% 528\ FSH AN
LH7KF-. MAS & S S8 PPP 3R B, (LM — 5 | 276
34 AR FSH L LH S B AR , B8 2= AR A
RRFR o HT5 B R AR AR LR K AT IR .
W W A] AT e R R R B R (luteinizing
hormone-releasing hormone , LHRH ) 2 fit- 14 AR 18 2% B¢
25 L ¥ (gonadotropin-releasing hormone
agonist, GnRHa) 3 & 1 56 48 1) 5% ) Wy 2 75 4k %
CPP, A6 5 - i 5 03 2% DAHE R B B R o
(2) FUAR BRI B AL4E TSH i 25 — Al FFOPR iR J5 220
Ui B HUIR IR R R = IR R SR IR R
Fe it HUAR R . (3)8:00 2 0200 Ifil i [ B, 8: 00
ACTH (24 h R 5 K2 Jo Bt /559 2 b FER AR 1 1 X
36 e 5]y FEKARA i (A ) o A= L
W 2 B RS 220 HLBE H R S Je 20T BE
it 2 ACTH M4 il 5 12 A HF AR S R g
DR o (4) 23 B GH L 94 L 38 00 J 3 3R 2 1
K7 1 (insulin-like growth factor-1,1GF-1 ), 5%%12 GH
I35 223 i AT 1 R AR 2 BT ) AR R T
fift GH 43 bR 2 o (5) IF DI RE B DI AE | I L | ifi
B MR PR B TR BRI L 25 4E2E R DL DR
SRR IR B /NG e IR R ISR (tubular
maximum reabsorption of phosphate, TmP)/'% /NERJIE
1J & (glomerular filtration rate, GFR) , 43 55435 1] K&
M FGF23,

2. B kA (1) e A B ] L Y
R PR T, — 000 g XA B R 4 fir (48 A i 4 5
PE) o 3 EESE U B AT DL — 0 BB 52 AL O,
UUE 2400 ) G N A E b P =S R o SR
AR FELJBR R B 1 5 R A0 0 1 i A
(2) 76 F-IEAL X &R Al DB B T, Il R 32 75 A7
D2 AT A A KR X 26 R (3) 2 B
i 8% 4> B i IL PR A% (magnetic resonance imaging,
MRI) AT BB 1 fifk A1 VP-4 42 B FD o b 23 A B 51

T o Sk CT AT T fff FUIS FD AR, T BERRAIRR
SR 2D 53D EOS X kAR 245 . E & W
HAJREB FD gk, vl R R X £ R o (4) 11 R 58
LI E e T AT X MRS 2 , MAS T (A% #
B2 LM (5) 4 IFAE ACTH M Bz o i 184 22 9
HE R CT AT D — ) OB B R R 2 A
A (6) I IR EE12A I IHIE Ko 15 i A8 B ] 36 5 1
ARG | LI MRT S A R Jo AR A A A

3.GNAS JE KA . GNAS HE [K 25 S (4 240 i 43 A
FEL GRS R & AR AR S5 A I P s, HL S i 4y
A, PRI A I3 4 75 B0 PCR A — AR 7 B4 FH 2R
FEAE LA , X 209%~30% ' $R23E 1Y GNAS 3 A 4F
SERGE NS 8 A TR ER 201 10K R R B 4 E R B
PRI . R B AR S 67 a5 AR
JPHEAR ST R AR 0 SR A ROV B AR D
T =B T Ak PCR S5 5 SRR R 73, T LA in
R BHPE 2 AT SR IROH A8 4 2 A 7 5 PR RS B
BB AT AR A U3 R A A G BH MR R T gk
809%™ AHL Jz Pk 9 2% FE R A HH R A%, A SRk A 1
B B =TRAR WA 177 4 5 LT 78 2 Bk 2H 2146
D 3 3 P AR SR T A R R AN W B
TG

(=) izl K512

1. i RA2 bR v - FD A1 ED RLAMEA] 135 K% LA
B G R R I TC FD(HA FD LAAME ] 2 35
R VL B B R R BL, al G PRIz Wi . FD LASE
B B R R BTG « (1) 55 & MAS Ay 3780 7 ik 4
WHERE  (2) 2 % E GnRH ARMMEE L2, &3 K 1
RS AERP . B3 AR CoRH KRB E R (2RI F=
PR R ) R AT B 4 A MAS (1 878 5200
5 8 R B (AT PE B B PPP) L (3) FHR B 8 75 3R
54 MAS (1 HUIR SRR 22 R B (S LG R R BL) , ]
PEEORTEAE A B et FOAR AR DI RETTHEE o (4)GH
Sy iat £ . (5) 8 A JLAE ACTH 5 #i Pk fz Joi it 38
ZIE

2. FEFNZ W A FD sl 878 = IRAE 5 11 R 12 W
A SEPR I IR E T o R SAL R L (i B
L5 FD LLAR I R 22 80 ) W) 8 5 22 iF— 2 L 12
W, (RS S AEPE R R AR PR Tk TR,
FARIE R LA e ) 5 mlg R O B R i | B0
FH A IR b 07 AR R A T BT ARIRY TR el
SUERREZ W R T GNAS A

3. B 512 W (1) 5 H AR PPP J CPP %51 «
PERR (BRS80S 000 ) AR 1 BRI e PR R
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Jo 3 A E L K SRR PR TR B, T8 A T B
R G MG T8 1 PR A B 22 L2 R - 0 e 1
#% 2 (human chorionic gonadotropin, HCG) A9 it J§
(A= 5 A LR PO e e R o 28 B 20 B 45 ) o AR
o S LI DR I (g 5 ] A S PR R L)
DU b R MR S AR A S (I IR & A
B-HCG) ARG A nl 45| . 1 PPP A& A [A] B 1]
T 2247 LHRH 5 GnRHa Uk 586 5 CPP 45
(2) 5 S B R 4 0 D 435 2 B DA
RSAR 57 41 1 2H LA i 14 A (B WE IR N 28 ) (3
BB RE B A IRAEAE U Bl AL HC
HoAtl MAS SRS I, A7 I 5 2R 16 A B 12
WAt (3) 5 AL A 2 7% o SR ) % i 4 1)
RAS {5538 B s Qi 2 £F 4 g 1 2L S5 a2y
TIEfEZ KA BE | Castello ZE B | Legius 255 1iESE , I
MESED FOLRE Kt 2, TR AR IR KT 2, JF A
FRORTH 78 VB RN B B3 B TR B AN R A5 I IR
FRIATLEG . RN LE A 1E | Silver-Russell ZE A1
Rubinstein-Tabyi Z5 5 iF . Kabuki £ 45 iF 45 5 A WAk
BREAELR] AT /N RRR T 28 SR RFAIE o 0 LI ] T 5
o A b 5 DRI ARG T B A (4) @ B Ay DI S7 B S5 40 e
5 O LR BRI S 0] L EE Y B
SR BRIE A R A R (RLE P S A SR
i) AR SRR I . MG s B CT A
AR MRS SR . Van Wyk-Grumbach £5
B A E A MR (4300 FSH Ry 32) W] A5 B S8 B
SN T VR R, (BRI ML 5 P R AR T
REVRGR A 2 0 K 1M FSH 3 5 m] BE 451

— MAS IR A

MAS BIETT 8 R 52 2 HLEA PR , i PR
6 JH 5 7 AT 11 5] S VR 2 M st b B 1
TR FLD K B S R IR, SR TN
e s o R (EW b /o) b R
25 AR 5 LR KT e, It i is
BARITARAILBIN L RHETT . 2 RGN
G UEEENHNINIEER W PR AR &3 ik il
IR LRSS IR ERKIB R VT A L.

(—) P RE

E I PR 2 4F LA b BRI i i O AR
SR T AR S E-2ss P, LU sl B =
T 1 A (38 R PP Ay Sk 0 3L ) R, 1 =%
2PNRGIT 0

1. Zr # PPP: 5 75 Ak M 411 1 ] (aromatase
inhibitors , ATS) J—ZK 25 %) . AIS AJ LABH W e i 3%

Tri) EE VR 2R 2 b DA T AR AR S DA 98 2R KT | DT 22 i
L K& T E R, Ak sd A B EE B e
I HE 2 B 0 R, WO O AR B R . REIRIT &
BN S E 2T IR AR S S -2 s UT IRYT
J AT B v AT I8 B I Y S R E A AR
AIS, & ws F) & 4 1~2 mg/(m*-d) , & K &
2.5 mg/d, BR VIR AR, 7R 2014, LS L Ppp
RAETEOLHIW RN R 7 A% . BTIR kIG5 MAS 1)
Y7 AR T B 2 SRR, N 1 mg/d, R 1R
PR o MAS 2 28 A3 il ALS 99 ) 4 70 v Al 98
RRM, KM ALS BRI B AR B,
AT BEE TSI OGS I SR R S S W af i
FEARI HF D RE | I B0 S % B A . 4 R
JUTEK ey 7 10 () 25 B B 42, eV FR R T
1o, DRI ] 25 R A sl o 2k 25 (M R 2 1A
FEHUA]) , AAEA S I A )3 M B IR
4 0.4~0.6 mg/(kg-d) , 73 W IR, Fx K 30 mg/d,
I et 75 28 0 A 0 5 A B A i 28 1 X
B AR F B T A M M R A RS B, RO
DT A B 5 HAS I I8 P9 RS A= XU, B B 22
HUO A 7R 4 mg/ (kg R, BN H 1 RES AT A
SR/ B ) I A 2 A

2. B PPP: AIS I & [A] 1o PFAIS AT S Bk
WO S, T RS MR A PR, ARy
Filg [t FR 2R &7 38 , 7 5~7 mg/(kg-d) | . UM I
(AR 2 S mg/ (kg d) , J5 AT B @GN, e K&
10 mg/(kg-d) |5 Fb-RE R 1.5 mg/(kg-d) ]

24 MAS L PPP %% CPP )5 , 4% CPP H:HEk
4 GnRHaiRyr . MASUP LM 2 G &M, HF AR
A RS BF S48, IR TR, TR = A B R A
TR AL I FH L S SUEE 5 BN B R
(5 em VU ) HAFTEFH 5 0 e AU A% 000 5 sl R TG 1%
HEBR e 75 L B2 W o] 2 & TR . MAS 3
(18 52 U A8 Rk e AN ML ) TR (T AR
FE SRR SE AL AR R B S S A B

(=) HUAR B A2

7R 2 R S o G ) L IR AR A Y i A B
A E M A . A HUIR IR DR T HEAE # TR
FH R gt minss (G i (W)L EE FR TR YY), 4 LT
RETT 2T AIBYT , OTT AT 3 HHOIR R AR U SO
S

(=) AR GH A1 () WL 3R 4 b idd 2 sl e {4
I

1. Zjyle—23a77 , AR RKIEYTY , Hbr bl
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(Ml IGF-1 4ERFAE—2~+1 s KV EREAERIME A ZY
¥ (somatostatin snalogues, SSA) , {C R PEZ5 ¥4 A
NN U= NN 7 | N S N N = G
(long-acting release, LAR, % H *% % Bk LAR, 7] 45
4FIZG 1) o A R RSO 8 JETES
B AE Rl & GH SZARKE ST, mT B (i ) B0k 5
SSA. 2 U8 i 32 A 7R AR 22 o T v
[ GH 43l isk Z Al AR o

2. PARE M T WIRI T R MCE . SURHY FD
SN AW R T ARMERE , H MAS TR 4147 4> T
TRYIBR A, AT 3st B A M 1 22 F el 4 S (R D) AR slR
hiE , T AR

3. T« AT REHE A Y P9 e A R U
eSS AR 2510697 R H TRt Afig
SEREDIR AR IR 0L T A EFE

(U )8 AE Lt/ INES LB T e 4 22 i

RAEFE WA R R RE A LG . GBI E
HAZR) B ILTZ S ERRUIBRAR , 280 208U
B R AR RS 233 UK AR B E R R 5T )
AEIOR | W5 E A AIRYT . MR CT Sos AL —]
B EIRGS ARG A RS EIRVIER . &
ANRETARFE AT 3 F L | e e BOK G 3H 55 254
HIT

(H)FD kb3

W IC )T IR FD B ERE . TRYT AR 48
G fi-Er R DB TR R R LA A R B R PR
B

1. GZ A9+ (1) s ] 155 £l A 55 1A e
Ry JRBRTE SRR R R E T JRER
SN BRI AR B S B, T AR B AR B (2) &
I FGF23 41y B /IME W L HE i 245 00 , o 22
A FEIE A S 25 D[ 15~60 ng/(kg-d) ] KW a sk [ LA
LRI, 15~60 mg/(kg-d) , 3 4~6 I I ], I
VE T RE G 4k & HUR S IR DI BETURE ™ o ()18 42k
P R8P R R XU R L, K 25 ARG
TR 2% AIA K B B2 58 75 & 0.5 mg/(kg- ¥K)
(AN 60~90 mg/UC ) it ok T T, o e O B T2 26
0.075 mg/(kg* %) (il A 4~5 mg/¥R ) & Bk iE S . 44
21y 1] B I 1] 7 R 58— , — RO 0 1 e O 1 O, 4
4~12 JE BB AE R A K U IR 6 W A 98
18RI AT WL A, T I A B T B
WHCIE T A RN, BARAE B L D L, i
P DGTE T (4) BUBERR £ H BB 2R M 43 FRUL Y
B, WICHEBE Ik FD By 2F J& o 5 4R 25 il 4 H]

FGF23 (14 5 ] 41 11 570 A7 22 2R A0 540 . RANKL 411 )
) s & PTG kB R FD gk (B4 B
R BRI ARYE

2. AR B HAWIRTT - 18 52 A R 2] OE B
&, 7 I BE T VO RS B iR 0 S FD (I HE 2 it
IV ) i R A 1 A S AR T RE SRR 55

() BtV R

L. N3 b 22 G 95 722 ) i 5 B U5 48 B8 912 TG
PPP R IO B N , 75 e 6 A H Tk
MRS UIRe , T B W RE U PR & B AE O, DL
2. B ERREEL T EE E S 2 U BUR i
Mo, O BALRAER  BAEE A AL A,
WIS TG K ot B 1 22 i o s sl R, J5 2 6 > H
PEAR 1O Qi PRAE AR ARAS: , 0 BB 5 A5 e Jo Pt 15
24 /NE PRI B B RS ) HE 35, BRA
B o B bE 20 A2 B Rk e VI BR B RE B R 5% iR
HLOEJILEY B TR R R R A IS IR
FIIREGE , BT ACTH XAk . V2B 4
A FRRR s 28 35 42 AR B T AR VR TT FIBE 2 PEA -
T R B 17 5 1 AR R KN B 2 I
W12 HIR e e 45 5 v 58 S 3 ) 75 B M A2 A
3T R4~6H 3F U EHFEEE 1K,
I B i ARk TG P R T AR e
RIS AR AN () AR E T RRIR S (28
GH 3 w3, T AT F IR A 2 A ) 2R R R e,
GORIE R A BEE BRI S | J5 S AR K
B, B 4~6 1 H Z A% GH IGF-1 K-, 2R
5 1B A A e . AR ™ E S FD & B
fif LW JE A K ik | 45 18 GH K IGF-1 264 A
1EH AR5 W IGF-1 7K, %0 L
GH 3 Wbt Z2 ] 7 P B A o

2.FD ] i 5 B 5 5 BE « FD 4] 5 4F i 2 U AE
5%, 5% FIE 44 B FD AEIR E AT S X I T
W TE Ry e Az PR B kS N R 55, ff 5 4
5 HVEA BB HIPEAL FD e d e o 5L
T B R WL FD # 5 Z2v] A E A EH
i o O A B AT R 58 e HERR FD o5 22 H B0 i 45
FDJERE W R R X LT A, TWEEEDN
S, EOS RGE AR IZ i E ) FD, 4124 FD
BB N A FD AT (AR SR R EAH
FFD & B LI #E A Tmp/GFR L 25-32 4 /1: & D /K
o LA FD 5 R S AR A 1Sk L CT, B4R IEAR
Fi A 28 (JC I A 22 )5 Ol o A RE AU R FD
L E AR AP AT A A B R
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ANKEFR SRR ) Feiz 2 g iR 00, TR i 5 20 s
oA UREL FREE R RRR B A I E T R B . A
RS ™ 2, T B A D T DI RE . FD o
TR 2R A B, 75 2245 0 BB L R A FD I AH
RHNR, BLRhE iz 8, kB e g A R D=
SR E L KR B T RS g
L S

3. A B MAS Lo B AY OB [ v TR
RS AR EAF A BB AR, R S ML T
H Ol ZE Ak e AR A ) B, R ZRRE e A R Al g
= MAS BB E 1 S AL T RER AT SR 5
BLIA B FIIEAL . A, MAS S LAE )L 0 & AR 19T
RAE, UNFD 430 22 48 Te Hofth 22 G2 09 3 & EATD 8K
SFFEAFTE . I, 7E L PR IG Z bR, JLRHEE 2E
N ZAEAH A5 B AL R K A Tl
i 30 T5 BB LF S AR = | LI LR 22
REARAT A BRI BE VT AR YT o

25 b MAS & —FP UL B2 2 ZRGAE, AT I
ZRY ZE L IRIERZHE 2 W ANGY T e
Ze HE AP . MAS &4 A A JEH 900 , AN [H]
SRS BOCTE E R TR], T KRB B bl 2 A B S
&M, 20 RN MAS 4% RGN AL 8
At B ESE RIS TPA 0 Ak B 56 095 s 1T B T
Pt P B a2, AR v AR LI A A T i

(F&i ZEEZ BIL@w #HhE)

SMALRHENERE L RO REBHEHRRF) 1T
f L e B B (RRTAR ) 5 76 DK BE R Ao W I L 36 S Bt (R ) 5
5 EL K B LR e (6% ) 5 48 Al R MR AR N L 3 %
Bt (WRIRO) 5 1 R 240 L S e (T8 5 4 TP RHH e [ S 2 B
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