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Prevalence of growth hormone (GH) deficiency in
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A. 2019;179(9):1826-1835.
TETF ALY 2b (BEOZAR—MERF] L L,
HFRIZBEAT57 =Tz

PWS OHIEES BMI 25155 GH 1nBOA %1k
IZDWTIRETLTC A FE T D, RIGUTBIZF I
Wr =47 PWS B3 103 ffl (University of
California, Irvine @ 56 f3]& Vanderbit University ¢
47 Bl 2 SOAAR—MIEOEE) 2BV T, GH
16 PWS DOBRFHIDHH, F &K, %E%kt@bto
R BMEZ (VI— (UPD (15)) Ti&. GH JERREIC
THEFEME 1Q 28, IR LILIERLTHE ’.%7%
S7c, E12, 15q11-13 REFEF O FFEME 1Q |
UPD (15) LB L CTHEITED T2, Ef%&:&%‘é
TR X ot

Growth hormone secretion decreases with age in
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Effect of cessation of GH treatment on cognition
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results of a 2-year crossover GH trial. Orphanet
Journal of Rare Diseases. 2016;11:153.
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[2&kY. BMIKZEAELELAS, (KERA= (NEERE A
E. R TEHEOm|A)HFELL. BRIEHAEN
T2 ENMESN TS, GHARIZE TS
ReMW(CET HRETIE. GHARICKYZ SR
MmEELZREAVRVEEN ER T SIERETR
LIz (BEEZROT) . FiiRICHERREREL
T=iEBIZEROEM > ERESNTINS, RBHEE
DEWEMERILFETHo1=, Hoybye(2)51E., AL
APWSIZxt 9 HCGHABEDEREDH T, 28 DIl
FRICKDBEFRTHZHREL-, 1AILCGHAE



B (9%8) THo=h. £518B (FGHIEAEEE (84)
THY.GHAEITERT 5HEFBATH 1=,
Sode-carlson(3)i5 &, 24H A FEIGHAEIZ K YTt #E
BEIEEE DS5AITH LTI HEREIE TR0 . MHERE
ETN3% (11&2H) I THERKBREZ2L=C
EERELTz, LOLGHAERIICT#EREIE TZ R
L71=34 (114 %) Tl. GHAEIZ LY HEREAE
BAELTzo RAZT ) RLIREIZIEL, 20164,
I7FIC_EEHREEALBEIORF;—/\—
BOFERENBESNTINDME, 5. CNHDIHITIE,
BIEFHIZEHIN278 (B84, kit194)
DPWSEE (14.1-20.25%) NI RELTHEY .. HER
FDOBMIIX0.9SD(1.3SD) LRV FA—ILIZR
FHERTH1-. DXATIHRMERE ML TLNS
M AFTFIO ADFERERBZRICGHARIZKY
EE (XL, BRIBHAEIEMT HI LA
ESINtf, TOMRICBREEZRDHTEM o1,
TR MAEE SRR A2 R AEIXGH AR EE
THEMLTW A, ERSHERNDOEILTHo1=.
BROJFOHEERTAN IE. BETOTI7/)L
[XGHEF L IR G TEILEL, BERBDORELEL,
BIEREL, FELGL,
—EEREFALEFRBRTERINATLSGHD
=(%. 0.023mg/kg/day(4, 5). 0.6mg (4K E 100kg>k
i) HBHLNE0.8mg ((RE 100kg L L) (6, 7).
0.53mg.day(Q)EVVT NEARFH D K AGHDIZx 9
ACGHABRTHEASNTWAERENEREANTH
>7t=,

GHEHIRE DIMEICBELTIE., RO A2 T7F)
DRIZEWTI2A A LLE (24-725B) DGHARE
(X, 12 B OGHAER LB DIRBER D REE
HBZENHESIN TS, Hoybye CHIE. FEA
PWS(31.1+/-5.45%) I2x 9 HGHBBED KA R .
REMETHS IEIThYRIEEIZRETLTLS,
GH;AEIZKYUTIGFL. BREEMAEFEERIZLR
Liz. REMICEALTIE, ZEEFMEEE. 12 X1
VEE. BEAUHOMA-IRITIZELEZR DL, 1=,
GHIEBAEE4LF3Z TBMIN LR L=, HH. K
RETHEALI=GHE[Z0.2-0.5mg.” day T#H B(8),
UEMS REIR. REOZREMEHEFLT
ETURLANILOEVNREEFELGEVEDD.,
DL EHRAERICE LTI APWSIZEIT
SCHAEITAHRORE - HIFICHEITHLIL
RSN TLVS,

UEMS, TETURLANILEFLELT=,
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HELTRE 1
TEFUALYL C

Sinnema HiX, 18 Ll Ed PWS kA 102 412
B DREEERMEZHRF L, 2 BHEIRIEZ 17%.
ELEE 9%IZFRD 5 Z & s L7=[1], BMI
EAN 80 Z A % D HEM T, AR 2 BB IR &
B EDFIEMENE N & 2 THRE LT
W51, BIOFICT S REEORE R NS ST
B PWS BEIZBIT 2B R OMEIL 7-24%
LRI TWS([2-6], FafoHETEH, 185%
PLED PWS BFE ORGETZ1TV, B &

HOMA-IR 7% 2 BUBEFRIH DO FIE D T HIK T Th
HERESINTWDS, Tr~—7IZ8BF D5
TiX, PWS BE XA DR TR EERENE
<. BERIFZ AT D EERNEIIHELS D
ZEMHE SN TNAIT], PWS BEOSERIC
B4 27 7 — FHAETIE, B L7 PWS &
FHTI3AAF PWS B 1T ~MAE ISk % R,



MEAR REAEOEDL . BEIRIG OFI G N A EIZZ N &
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CQ8 GHIRMEIE T, FEREH I3 0 el .
A EENIHEZ TS, FAE? (BHEEIR
PEREY & LO)

HESRRE 1
IEFURALAILC

AFBIZEHTHPWSIZxT T HGHARIEL, BEEHH
177% (1) | 15%% (M) Ll E. HEWITFERRE
EEMNIEH LB TIXIemE G Lo =15 &t
IEEGY, ZO®RDFERERIIREBIRE - 45F
BEEENTILELD, LML, GHAEDLEICK
YR EIL T HIENHESNTINS,
Kuppens R 5A%20164F ., 20174 IC#RELI-Z&E
EREMFEALERIORF—/\—HERIZHELVTGH
BEPIECEDERERDEEARESNTINS,
GHRRIE1E T, GH# G BE ICLERAERAZE AN B ML |
BRASERIAEMN B LTz, T2 DZEILIEGHER
[CEYHELTLS[L], 1EDHARTIE., ARy
DEIREEORERBOREICIEE>TLEL2], F
f=. TETUALAJLIFIET I3 A, Butlers (&
PWSHA (E1#32.35%) [CH T ACGHAEDRIRE
RETEHRELTLWS (v ba—)LELL)[3]. D
WETE., ILEFRDOGHAEICKYFHRAZ (TEML.
REERREILBA LD, TDRCGHZEFRLLT HIE
TNbDHELE=EIENBILLIZCENRESN
T, RFBHLDHEARMAE THDIH.
IREAMSMEGEL TULV=GHAE P IE#DBMI, {&
fERAE. NEEIEEAEMT S LmESINTLY
3[4,5]c CNLDFERIE. BRABD AR ERIC
HBITEGHABRDAMMEERL TS, =2, VT
NELEHROFMTHY . GHR LR DIAERD
EEEREBMICRIILEIETVALRILOELY
AEITFELELY,

GHH LR MREEZFHML =5 X IEFER TE T,
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D. B&
CQIL2ICELTCIE+RLBIETURLRILDE
WRXMNE OG- =, PWSDiREE, FER
ML HEDREBEEZ CTHEEIXIE LTz, GH
[k BEEEADHRICEALTIEZ<DIET
VAULRNILDEWNHINE LNz, LW DHD
CQIERIBHDABTH - 1=1=H. FEHTIDD
CQ& L7z (CQ6. 8),
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MARE

BESY.

TS558 — 4 JRElEE (Prader-Willi Syndrome: PWS) I&, 15 HJHEEBAEB ql1-q13 12ET 5
REAETHRRTIEHDOECFOERAIERT I EICKYRET BEET, 1511913 DR EEE
AMMBRE, 15 BLBEROBERANES AV I—ORIYVAHEELRENRRELD. FERBICHER
RIETTRREINDZENSC, HEMNER BEHESHREER, ﬁﬂﬁﬁ?&&@ BRI K OEE
FHRETEZHINS. $IRHLVABICESIEENEEL, #ERR,
EICH-2%E - AEBENIDETHD. Thisich, EEER, EH%*% EE T EDADWFEHE

ASEMETIEPIS ZEDIZELLEDHSL, PISEZEHA FSA D ORDMFHEEDIER 21HY
L, BT 5. CAETIZ, JUZHLYTRFar (CQ) #H/E. COICRHIMmXEMEL, X
TRTA4VvI LEaA—%TL, HRELRILORFEEZERL-. S& ZEATA R4 UHBET DL,
ERMLAERHEE (TXFRN— M EZA2ELT) BYADLKLENHS.

EMEDEHENAT L, &£

A. BFZEER

7T H— 'T?fflJﬁfﬁiﬁi (Prader-Willi
Syndrome: PWS) (2317 2B A KT 4 OfE
% NS E

B. #FFEAE
PWSOZIET A R A BT HNDWEEIZ
BMbaz)=hLrxxF g ((Q %KiE.
QIZb LML EHMEL, YAT~T 427 L
B o — &40, HESRE L~V ORE A 3 L 7.
(L ~DECLRE)

AWFFEIX, PWSIZBAMRT 2 B DA w5 2 Hh
HLTLE2—9250ThY, HxDEELY
KR ETHEDOTIIR. - T, o
REVT 72 T L7z,

C. Mok
CO0.1 MRHEEETORRAIEFRITHLIMN?
ML DENNH DM ?
HERE 2
IETVALRILL C

PWSFEE 1235 1F 2 MEARBEREAR T E O R RN X578
BRI S TWRWA, HE FEopE®E (f
M) OB BT, FEERW LIPROREE (R
R BB LTV EEZBND. PEIREERE

IR TAEDOHENE, STHRAYIZ1363-100% T, D
FIEEICIEN S D Z E P TH S.
PWSIEE (2365 1T D MEIRFERE IR T E D SEMR I
%ﬁ##%é HY AR B, %%fi%<@$%
(80-100%) THHIZ2 N L iR {584 b5 B - 28
W5 (EERITIER) 73, KIETIE, M ﬁ
TER (PR INEE DIRIEAL) IZR N2 7
W EMRLUN, E 77, PWSEMETIRIEZ DS
VL72WAS, PWS et Cles] oo tHPE DN iAE ST
W5,
é%m,$%7Fv%w%($%K%%%W
ENHHD) 1L, PUSEE DB 4 H14-30% T
HEWESNTHNS., —iKRIC iﬁ@ﬁ%ﬁ%ﬁ
,%%Tﬁfbé.¢ﬂﬁm%%$%F
PWSIEE D F 4% TRO L L @EIN TV S.
GnRH analogDIB#EIE, EBNIMRFTTRETHS.

CQ.2 MIRHAEEETDREEZESTREN?
EHnEE, XHDEE

(a) HRILEVABEOLENE, A AUy
k=FA1)w MMZDWLT

(b) HHRILE VABRZTHT ICHIRERET %
BMEL=HE, E5G50M7

HEEE 2

IEFTUALARL G



PWS B IR DRIz LClE, FHlE LT
FEELE E I 2 Fi9 5. SVEHIEERTIE, 1-2
WMETICRE T TDHZ EnHELREIND. £72, L
NHERICIREE A £ C 5/ NEXERD D54, b
BT A AT o o EHRRETD.

PEAREREIS TSR3 21RO MEVEL, B
B, ARANOTEEIE, QOL #Z B LT, MBI
A, BCKORMZEX, Bicdk, 25 _<IE
AR ORBICE S KoL, BEEORS
BRAGEFHI ZIRET RE LW IBRATH D, 5K
1%, NENGWERMENTH) 2 ENEE L.

PWS D BFEILIED BT, HERVE IRIE
EATOTITHESEIR T2 k& L7-546, BF
HIRAD RIN 720 UARFER TR B E B8 D D F
26T, FHRESTITOY 27, ras=
7 (FHREOHED) RHBEIEOK T2 X727
PEAT A ROWEHEIL, BORE, Rk, £
R OUEL - 5T,

CQ.3 MARILEVAERIBEHICE T 5MHIT
BT LHN? HAICKHENMDHEIN?
BETEILEH L -BRITARBREZE ST
EM?

HEE 2

IETYVALRL G

PWS BFIX, 1TE) LMK BN @ %
ROV AT NHD. BEMOERIZKT 5T
2~ AT 8| (testosterone enantate=TE)
BeGY, WEEAENSELEEZILNLTWND
2, FEH SN TWA b TiERw. =720, B
PRIV ARRIZE T, U A7 B HEIN4 5]
HEMERH D Z L EFRICHAL T Z LidE
HThD.

178 EORBEZ [EREST 572912, TE 2k A&
D 25%FEE DDV EINGEMA L, EH FROT A
NAT  AEEMERFT 5 E T, RaIERELT
WS T EDRHELEE NS . hCG IR (DNET
fEHCE W) BT A M AT a BNz oW
TiE, S%OMFEZETS.

CQ. 4 PWS [XTHRRRIHAILE > LIS D T ERKR
IWEVHWMETZHF >N

Q.5 EBIBXTO4FK (#HEEHa/ILFaM4K) D
WRIIHEM?

HREE 2

IETVALANLC

PWS FB& 1, HR THEBES  (CRH O3 WA4R)
WZEERT AR AR 2O Y R 7 2HT 5.

L=, Wi, GHIGWEEIMERT, AMEr A
LMD A N L ADIPMBHIRI (Fifi L) T,

R RERH O3 hE (R, ACTH & =/LF
— IV OREBHEORE) EHELET 5.

PWS FBE 1, %, BIEA7TouA N (BFE=
NFaA R) ORNRELEE L7WA, A kL
ARFIZHEE aNTF a4 ROBERME LR
BB D PRI ARE (W LED Y X 7)
NIFH SRS, A B L ZADORE & IRR S
\ZHES FEHERIRIRIR BT, WEa LT a4 K
N Rea—FVy) 2&%57%.
KPR AR A, PWS BRE 2B 5V VAE
U (FRH 3% o—KEHRISN TS, 2T
DBEFRIC, OMEEIXEV D, PIS BEF I
PR FEBREEEICR 3 2 PRI AR 20 U A
IRBHDHZ L, QRIBFRAEOEEIZE DWW IHIE
WaEETh, 2EbALEELTRBIZEN
HETHD.

CQ.4 PWS [LTHRRFIEAILE > LIS D T EIAR
IWEVDAMETZHESIH?

C0.6 FHRBARILEVOHERIDEN?
HEE 2

IETVALRNIL G

PWS /B IE, R FERREEEICAR 3 2 FURR
BEREIR NEZ B0F T 2 AREMENR H 5. Lo
T, HIRBESREER TRED A7 J—=27" (TSH,
FT3, FT4) OERizZ#E5E$ 5 (1 412 1 [BIFREE) .
GHIRIFE #1772 > TV DA, FrCSEH & et
T5.

PWS & 2B L-T4 OWNARZ BG5BT
7R, HURAREEEEIS MIE SRSl S b, 4R
fn, REICE S MR RIEHE T, L-T4 ON
k% BAAET 5.

PWS BBFIZRIT 5, HURIRFEREIR TAED B 9K
JEL LT4 WIRDZN R Z G & Th 5.

D. Z%

PWS JEEAE TIE, WIS O MBS, b
RIG, mRRIEZ GO 5 U A7 RnE<, AJE
WZhT B0 - (KEFENLELE IS, Iz
T, IRFE, MERFEREIKT 2 EOWNSWFR R
WD HILD.

A8l PWS O EHEIZBE b 5 Q R E L,
VATT 4 v b a—%3E LTz, BIFED
RERNLVEEEERS &, tohmET R
DL TE LT, NOWRFEICET 2 B RIE
SOVRFEICEA LT, S%OMFTEET 5.

E. #Eih
PWSOZIEHT A KT A BT DWW
Wb 7 ) =y 2 AF 3 (CQ) ZiXiE.
QIZEL A/ ILDI AT~YT 4 v 7 L Ea—%
1TV, HERLLVomFZERLEZ. 5%, 2
WA K74 L THIEET DX 95, BEiRE7Ze
BEHEZ (X A=A =4 L L7Q)
BV IATDMER D 5.
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WT, A RTA AERZERE LT, 70 = 7J/1/731X7‘EI/ (CQ) ZRRE LR 21T~ 72,

CQ1  PWS "ClIIMEIRIFE DOHEJE DI D> 2
CQ2 PWS OMEIRIF & AR X BEE 3 5 s 2

ED X D I kER 2

CQ3  PWS IZEB W THERIF & = D TR EFHIEITHE LD 2

CQ4  PWS (2B THERIF I ZIEMIRIE I H D 2
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mismatch amplification mutation assay (MAMA)
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2013;98:E126-E134.

MAS129( DT (=7 > A L~Lb) | 2%
(26/129) THLERLE 4 UWaER %2 A 0F,
?MM@%%LWMéﬂtﬁ(Mﬂfwiiﬁ
DORINZZWr ST lE (0/15) (T~ THLmRE
fEER A RIS yﬁ*DK.QrQOMB)O

2) Salenave S, et al. Acromegaly and
McCune—Albright syndrome. J Clin Endocrinol
Metab 2014;99:1955-1969

MAS 11261 DFiFMT GRPRERTEZ O LLEZ, L E 2 —)
(ZEF A L~ULYg) |, 20-30% CRERAR/LE v
Sy 2 A 0F, 54% CMRI KA RIE[E &, 81%
THEPRLIVEZ &0, VY~ NAXF Tk
BNTEH, IGFIIERAKIZ30% (17/56) , ~<7'¢
V= METT% (10/13) TIGF1IEHAk,

3) Tessaris D, et al. Growth
hormone—insulin-like growth factor 1 axis
hyperactivity on bone fibrous dysplasia in
McCune—Albright syndrome. Clin Endocrinol
2018;89:56-64.

IR RV oy Wi R & A OF L 72MAS3041 &
B OF L TR 165451 O BRRIESR O AT G i %F
Eﬁﬁﬁh) (ZEF A L~UL3) | KERLEY

YRR Z AU LIVAS THEICE U A 7 7
{5 - HrhiekE m(ﬁ/2w4%)\%W(ﬁ/
AH2.96) | BRIEIERSFR (4> X6, 56) | &
e (ﬂ‘/XHﬂB 2) o FEWERIEE T TE
BO72% (21/29) TIGFUTIEHF b, 165D
FERERI T, HARRIEE (v XH4.50) DY R
I INHEIZE NS T,

4) Yao Y, et al. Clinical characteristics and
management of growth hormone excess in
patients with McCune-Albright syndrome. Eur
J Endocrinol 2019;176:295-303

MASB2( DT (7 X L~ULb) |, 134

@%)TﬁETW%/ TSR T A A ﬁﬁm

| (76%) . SHITHIAFED, 5B CTHEIMRE,

WT%EE%OWMWMLFEW%@EEOC
D 9 HOBIA T TEAR,

6. CushinglEfERE

CQ35 CushingfEMERED A DIERFIIC
FLRR M DS 1T 2

L

BT 5 GNASE

CQ36 H SRR 2 AEB DFFBIL 2
X7 L

CQ37T AF TR baty —LOFHME
2L ?
im 72 L

CQ38 Bl i H flr oD 3 s 12
Fm7a L



CQ39 CushingfE@EREZ A DFT 2HIAIL?

1) Brown RJ, et al. Cushing syndrome in the
McCune—Albright syndrome. J Clin Endocrinol
Metab 2010;95:1508-1515
MAST112(|OfEMT (mEF v AL ~ULs, L E =
—) . 7% (8/112) TCushingfEERE% &0, 2
WrAE s oo Wi B X B30 H . 20% (6/30) THE
T, 205 b0 4 FITRIBR %, A7 L7223
5B, 136 CRITR ., 106]T 8RR,
CushingfEMERE 2 & 0F L7-MASEE (44%) 1XIEEDE
B (5% ([T LT, REEHOEENAEILE
o7 (p<0.001)

7. HORARFERE TUEE
CQ40 TSHEZ FARPUIREEME D HIR RS RE TUHEAE D
T DFEFN I3 D GNASEE B E D E A1 2

TR L
CQ41 MASIZI 1T D HUR ik aE DOEIE & R
%2

1) Feuillan PP, et al. Thyroid abnormalities
in the McCune—-Albright syndrome:
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