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GENOTROPIN®, GENOTROPINGoQuick®
(Pfizer Limited)

BhEE - DR

Prader-Willi
improvement of

syndrome (PWS), for
body

composition. The diagnosis of PWS should be

growth and

confirmed by appropriate genetic testing

PWS I ‘féﬁiﬁ%Léﬁ%%iWMﬂﬁi
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Generally a dose of 0.035 mg/kg body weight

per day or 1.0 mg/m? body surface area per

day is recommended. Daily doses of 2.7 mg
should not be exceeded. Treatment should not
be used in children with a growth velocity of

less than 1 cm per year and near closure of
epiphyses.

i % 0.035ma/kg R E/H & 5 VM i 1.0mg/m2
HREMBOHENI#EIN D, —H&IT
2.7mg M2 TIEWIT 220, FERRE RN
lom A b 2 VI B AR FIZFASH L T
L/NREBE TIEMAEH L TEIW TR,
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GENOTROPIN®, GENOTROPINGoQuick®
(PFIZER PHARMA GmbH)
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Prader-Willi-Syndrom
Verbesserung  des

(PWS), zur
Wachstums und der

Kérperzusammensetzung. Die Diagnose des

PWS sollte durch geeignete genetische Tests
bestétigt sein.

PWSIZ ¥ 1 % alt & AR 20 R d L OVAHH A
SER R, 1 ) R B AR AR A TPWS O fiE
EZW BN,
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Téaqglich 0,035mg prokg Korpergewicht oder

1,0mg pro m2 Kdorperoberfldche. Eine tagliche
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Dosis von 2,7mg sollte nicht Gberschritten
werden. Die Behandlung sollte nicht bei
Kindern durchgefiihrt werden, bei denen das
Wachstum nach der Pubertdt nahezu
abgeschlossen ist.

i % 0.035ma/kg R H/H & 5 Vi 1.0mg/m2
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GENOTONORM®
(PFIZER HOLDING FRANCE)
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Syndrome de Prader-Willi (SPW), afin
d'améliorer la croissance et la composition

corporelle. Le diagnostic de SPW doit étre
confirmé par le test génétique approprié.

PWS 12351 % pitiR AR i 20 B 46 KL OMA AR Ak
BN A, E T RS R A T PWS @
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Syndrome de Prader-Willi, afin d'améliorer la
croissance et la composition corporelle chez
I'enfant: en général, la posologie

recommandée est de 0,035 ma/kg de poids

corporel par jour soit 1,0 mg/m® de surface

corporelle par jour. La dose quotidienne ne

devra pas dépasser 2,7 mg. Les enfants dont la
vitesse de croissance est inférieure a 1 cm par
an et dont les épiphyses sont presque soudées
ne devront pas étre traités.
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M| BsE4 (2%4) | GENOTROPIN®, GENOTROPINGoQuick®
(Pfizer Australia Pty Ltd)
NEE - R Improvement of body composition and
treatment of short stature associated with
Prader-Willi syndrome (PWS) in paediatric
patients.
/AN PWS BRI D IR AR E R KO
1K B BB
M- HE Prader-Willi syndrome: The diagnosis of PWS
should be confirmed by appropriate genetic
testing. Generally a dose of 0.245 to 0.35
mg/kg body weight per week is recommended.
WY 7B R FIRAEIC L D PWS OREEZ
WiAS B G, . 0.245~0.35ma/kg A &/
HWOHEPHRERIND,
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IS e >4 #F &N TV 5% Clinical Advisory Board
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M EIZT 79
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Zonndk g e }j%&:&ﬁ Prader-Willi ~ Syndrome  Association (USA)
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June 15, 2009 (FEd2) <Tix. HIfF S 2 %hie
LTI ERMERL & LICEMkD S E
N I TWD,

1. GENOTROPIN is indicated for the treatment
of pediatric patients who have growth failure
due to Prader-Willi syndrome (PWS). The
diagnosis of PWS should be confirmed by
appropriate genetic testing
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2. GH treatment of infants/children with PWS to
improve body composition abnormalities and

improve linear growth
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Generally, a dose of 0.245 mg/kg body
weight/week is recommended
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GENOTROPIN is NOT indicated in Canada for
the treatment of genetically confirmed growth
failure due to Prader-Willi syndrome.
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PWS (23513 % GH #1281 L T, PubMed % JiI\ N C LA F O B3R Tl L 72 70 STk
PG, NREFEZFGE L TIT o A2 sl 10 f Lo B A FEHE L Tn
5o

i s& 3 : Prader-Willi syndrome AND growth hormone, Limitation: Clinical Trial

TRTOWETIHEL TWVD AL,

1. ®BOBEIZELEFHICPWS EZ2BIENTEF T, FEBIORERICL DK
IR T TN &

2. GHIREIX KM oS EICES THoT2Z &
GHREEIX., BIEAF TERRIN TV HEEE (0.245 mg/kg/ill) 2TV 5 &
TiThbhlebDOTHDHZ &

DI3IHRThbH,

[GH B DAL~ DZIR & BRET L 72 EAE S LR 10 faSC D EAY]

1. Lindgren AC, et al. Growth hormone treatment of children with Prader-willi
syndrome affects linear growth and body composition favourably. Acta Paediatr 87 :
28-31,1998 (STHR “)

29 4 @ PWS BF#(3-12 i) xt LTIt - IE A b thi x BEEBR ¢, 12 2»H @ GH

BRENEHES T 2L =52 0B 2R LTV 5, IROREITEIRFEH
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2 PWS & @2l SALTIERI T, BRI & 2 FEHEITHR T Ty, GH o5 &1X GH 0.1
IU/kg/day (0.245 mg/kg/week) T 5, 12 72 H O GH B IXIBEBRMART & LB EIC
KGR =R 2 b S, BRIBIARE 2B 7228, 2> b e — VR CIR Rk Ic 2L
RO oz, ZaEMICET AEEIT o T,

2. Carrel AL, et al. Growth hormone improves body composition, fat utilization,
physical strength and agility, and growth in Prader-Willi syndrome: A controlled
study. J Pediatr 134:215-221, 1999 (3THR °)

3. Myers SE, et al. Sustained benefit after 2 years of growth hormone on body
composition, fat utilization, physical strength and agility, and growth in Prader-willi
syndrome. J Pediatr 137:42-49,2000 (3C#R ©)

54 4 @ PWS /NN A (CEH 9.9 )2 % L TIT b v 7z E4E 2 b b it IREBR L it 5

BEILER I PWS &2 SNER T, HRICK D EEITFIT TR, 202

DOFHL (LER S B L V6) LR CLXEE TITHLNTHE Y | /il 12 H OIGEN R

. BEZ 24 0HOERBEDREEZPLICHE LTS, GH 0L R Img/m?/ B (B

X% 0.245mglkg/#H) THD, 120 AB L2400 O GHIREIZ., BEICIKIENR%Z

B S, BRIEVERELZENS Y, KHFTXLVF—HEREIT, 2 bu— UL

GHRETEZRO R -7, 3 (3CHK6) Dim3CTiX, I, HURIREEREIZ 5 % 5 EIE

Mzt LTV 225, GHIZ K 2 AP LR B RE O B ITRB O b e o T LG S

nNTW5,

4. Haqq AM, et al. Effects of growth hormone on pulmonary function, sleep quality,
behavior, cognition, growth velocity, body composition, and resting energy
expenditure in Prader-Willi syndrome. J Clin Endocrinol Metab. 2003
May;88(5):2206-12. (3THR 1)

12 40 PWS /MR (4.9£3.0 %) TiTbhilc “HEMR T > ¥ MUK iRl T,

GH 1aW DIRKRL . PFRFERE, MEIROE R EICH 2 2B A M Lz, IROREIT

BAREHIIC PWS L2l SN TAEF]I T, HRICK D EEITRIT Ty, GH o5&

1% 0.043 mg/kg/ H T %, GH IRE L. L & ceds & w7, BRIR OB 0o mF W F A8 (2 %t

LT, GH WBIENUHET DA EMN H 5 Z &R I i, LAz L T, Al

IR AR G X DB EFM L CTWA N, GHIZZh b DORIEICEELE 5 2 72

MmolcbHEINTND,

5. Carrel AL et al. Growth hormone improves mobility and body composition in
infants and toddlers with Prader-Willi syndrome. J Pediatr. 2004
Dec;145(6):744-9.(3CH#R °)

29 4 @ PWS F4h i (4-37 22 A) TiThavz 12 72 A D GH B O AR, EB)mE ~

DFHE & T U7 AR 2 b Eh o BGBR © (R OREITBEZFHIC PWS L2 S

NTRERI T, BRICIA2EREZR T TR, GH OoF5&1T Img/mYH (BX %
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Carrel%20AL%5BAuthor%5D&cauthor=true&cauthor_uid=9931532
https://www.ncbi.nlm.nih.gov/pubmed/?term=Haqq%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=12727976
https://www.ncbi.nlm.nih.gov/pubmed/12727976
https://www.ncbi.nlm.nih.gov/pubmed/?term=Carrel%20AL%5BAuthor%5D&cauthor=true&cauthor_uid=15580194
https://www.ncbi.nlm.nih.gov/pubmed/15580194
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0.245mg/kg/week ([ZHHY) Toh -7, GHIBEIL., KIENI R 2 FEITH D S, BRIEN
KREAZAEICHEMESE 72, A% 18 22 A LEINIC GH IR 2B ts L7 fECi, iEHhsaE
PDAHBICHEHEL TV, Z2MICE LT, E2 58D, BHERIZRO 2otz L il
#HanTwna,

6. Whitman B, et al. Growth hormone improves body composition and motor
development in infants with Prader-willi syndrome after six months. J Pediatr
Endocrinol Metab 17 : 591-600,2004 (3C#R °)

25 4 D PWS FLEh I (CE¥J4EER 155 7 H) st L CTIT o 7= IEE & btk 5Bk <

6 72D GH IGRBIEHEKICEZ 2Bz HF L TWD, HROBEEITBRFMIC

PWS &I SN7IERI T, FREICKDEMETH T T, GH O 581X 1mg/m?/

H (& X% 0.245mg/kg/week (ZF82Y4) TH o7z, 6 MHDIREIC LV HEITEMEK D

WELRBOL, ZEMICEL T, EERBERITR Do LRI TWVD,

7. Festen DA et al. Randomized controlled GH trial: effects on anthropometry, body
composition and body proportions in a large group of children with Prader-Willi
syndrome. Clin Endocrinol (Oxf). 2008;69(3):443-51. (3CH#k *°)

PWS /NEIZE 1T 5 GH IR DIRFEIC 5 2 2 52 8% Wit U 72 S AE 2 4k ol sof R BUER

T, MEOFEITEEFAIIC PWS LW S NTIEHI T, FRICK D2 EETR T TV

72\, 91 4 OFTEAEM PWS/NERXRT (42405 E 49 4 D/NR), ShEI% GH

TRERE (Img/m?/B)  EIRTRIEREIC 0T . LR BIT R E GHIBE A A Lz, /R

FEIZ. GHIRIREE (Img/m* A) & IRIBWHREEIC 01T 2 MBI L 7=,

GH g IZHM A4 78 (L4EMO GHIRHK) &/ 244EMO GHIRK) & bIZIEHE/L

L7z, WREENTI =L GH IR/ N CeGE L7e 2y, ZERICITIEFIL L 20 o7z, BRI

REIX GHIRRIC KV AEICHIIN L7, ZaMEICB L TR, GHITBE R, MEARKF D RE

WOIRAE, RSB IS B L G2 oo b HESI N TV D,

8. de Lind van Wijngaarden RF et al. Cardiovascular and metabolic risk profile and
acylation-stimulated protein levels in children with Prader-Willi syndrome: a
randomized controlled trial. J Clin Endocrinol Metab 2010;95(4):1758-66.(3CHER ')

85 4 @ PWS /NREFE (4.9£3.0 F) TIiThillc “EHEM T v ¥ LMUERIK iR <

GH {GIRDIEE 70 7 7 A v, EHKICE 2 2 B2t LT, MHEOREILTERS

I PWS LR S N7JERI T, HRICKDEEIR T TV, GH o5 &ix

Img/m* B (3 X% 0.245mg/kg/week) T - 7=, KIEIFRITHIE T ATEFEL/NET

LML TE Y., AIEEH/NED 95%LL ET+2SD ## 2 TWie, 7z, IEEHR

WX LD 58% ., BiEFEW/NED 73% TRDZ, £ LT, 2FM D GH inF XK

FELERTIE, BERBFRELLE L, ZEMICET R IT R T,

9. Reus L et al. Growth Hormone Therapy, Muscle Thickness, and Motor Development
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https://www.ncbi.nlm.nih.gov/pubmed/18363884
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in Prader-Willi Syndrome: An RCT. Pediatrics, 2014;134:e1619-e1627(3C#k 2
224 D PWS AR (129+£7.1 /2 H) TiTbih /o GH O &E, EBE#BZE~DLE%
et U7 BEVE AL i o FRERBR © . B OB E 1B EFH9IC PWS & 22l S iEfl
T\Q§Ki5%@M$waﬁw GH o # 5 &% 1mgim B (B k%
0.245mg/kg/week) T o7, FiRDEH T E WL T, 5 I FLIEH ) 7731 E 2 & Tl

L. E#%EIL. Gross Motor Function Measurement CHLAEShHE H R E) & H W T
FEf L7z, 6 22 A @ GHIBHE (N=10) (If A DOE AL Z IFRERE (N=12) IZH_THE
WIS, TN TH OB L CEBREAFEICHLE L T\, ZeHICET5
RLET o T2,

10. Bakker NE et al. Dietary energy intake, body composition and resting energy
expenditure in prepubertal children with Prader-Willi syndrome before and during
growth hormone treatment: A randomized controlled trial. Horm Res Paediatr
2015;100(4):1609-18.(3CH#k )

AT O /ML PWS B 47 £ & M RITAT - T2 BEE R (L i FaBR T, GH 1A

WOEKMRIZ G 2 D BLRF L TV D, HFROBEITBEFIIC PWS L2 s

THERI T, HRICKDEETF T TRV, (GH o E &1 Img/m¥Y B (B L%

0.245mg/kg/week (ZHHY) Th o7, GHIRFEIZ L VIR & DR B X OBRIENI A E D

HWnzRo Tz, =X —FRESLLEHR = L —{HE &I GH IGHEEE & FRIHE

HCTHEEERO Pl BEMEIZET L RRT R o7,

UTRERIADEREGIXDOENZLERT D

[EHIH 2 GHIERBIEE 0 7 7 A NV~E 2 DR B2HE LR XOEY]

1. Carrel AL, et al. Long-term growth hormone therapy changes the natural history of
body composition and motor function in children with Prader-willi syndrome. J Clin
Endocrinol Metab 95 : 1131-1136,2010 (3CH#k %)

48 4 » PWS B (6-9 5%) TAITOIT-HIM EBEMNIE T, 6 FM D GHIGE DL R %

GH RIERDBET — 2 LHE L TWD, xR OEEITRBIZFHIC PWS L2l shiz

JEGI T, HRICEDEBEIIHR T TRV, GH OB EE X Img/m’/ B (B X%

OMMWWM%mTWMﬁ;6E%®GH%%ﬁ?i BIBIRREIZ X LDL 2 L AT

o — /L3 IS, HDL 2 L AT B — LR REICEWVW I L2 @fE LT\ 5, EHEEE
1L HE 4/})/1 A EAETRD oo, atEIZE L TR, BR. ME,

RS PR R B 2 fRIAE 72 Sk 5 GH O RIMEA XD o o EHE SN TV D

[GH O Z2MICE L THE Lm0 EN]

1. de Lind van Wijngaarden RF, et al. Efficacy and safety of long-term continuous
growth hormone treatment in children with Prader-Willi syndrome. J Clin
Endocrinol Metab. 2009 Nov;94(11):4205-15. (TR *°)
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55 4 O PWS B (5.94£3.2 %) ZXRIZITONT 4 ER O GH g O R, BIEH %
FRRT U 7o Ml it 5% 36 (R i 7 AU ERIRIF 2056 3, X4 0B E LB FHIIC PWS & 2 S
NWIER T, FEICE A EEIZHRT TRV, GH 05T Img/mH (B XL*
0.245mg/kg/week) Th 7=, 44FEMO GHIREIZ XL W, Bk, e, FERH. BE
REBNCEMERIZR D R o L E SN T WD,

2. de Lind van Wijngaarden RF et al. Randomized controlled trial to investigate the
effects of growth hormone treatment on scoliosis in children with Prader-Willi
syndrome. J Clin Endocrinol Metab. 2009 Apr;94(4):1274-80. (SCH#R *°)

914 ™ PWS B#E (2.1-7.4 %) 2B T GH IAE & MIEHE & o BIE M 2 /st L7z 81

ZoAb Helgse BER R, X R OB E LB FAIIC PWS L2 SNI2fERI T, I RICKD

TR T TRV, GH o# 581X Img/m% H (I X % 0.245mg/kg/week) & % U ik

1.5mg/m’/ H TH -7z, GHIERE % - B B 2 RIEER T, 2> e —L

EEDLRM ST, GHIERO A, IGF-1 ff, MR R OYERE &M ORIE, #IT

(BN IR0 T, ZORMERNG . GH WBRITMEERE, #T0 Y 27 TIERWZ

EMFEB ST, MEE DA O BIE RIS SRR e,

3. Berini J et al. Growth hormone therapy and respiratory disorders: long-term
follow-up in PWS children. J Clin Endocrinol Metab. 2013 Sep;98(9):E1516-23 (X
wik 17)
GHIAHEIZ K 2 kit s K O PAZEME BERE I ~ D 528 4 F et L 72 48 2~ A ] D #it b 81 22
W52, 75 4 D PWS BHE 2 M RITAT DT, A ROEEITEIFAIC PWS L2l &
TIERF T, HRICE D EMETRT Ty, GH O 5 &3 0.010 7°5 0.030 mg/kg/
HToh-o7e, GHIREIZL Y RDI (FFRFEEFFRE)  CAL (o i i iy M8 -0k 45 450
DAL T 258D 72, OAHI (PHZEMEEREIAR I X)) (2B L Tidk. GH infikisE THIm
L. Rk« 77 7 A4 ROEKEMENH > 7=, ARFIEIT. BAEZ (L REER C©
T72 728 GH {6 OAHI & O IEfE 72 B 1T AR Td 5 28, GH 15 Ot T RDI
MEAL L TWiWizs, EIERSCRR - 77 /2 A4 ROEHB R A LE Tl d 5
WM. GHIRRIZZEITATAD LIBRTH 5 L fimfTiT bhTnd,

[BFERANTB W TITh i # O EIERS LB B O ER]

1. Kuppens RJ et al. Beneficial effects of GH in young adults with Prader-Willi
Syndrome: A 2-year crossover trial. J Clin  Endocrinol Metab
2016;101(11):4110-4116.(3THER *°)

2. Kuppens RJ et al. Metabolic health profile in young adults with Prader-Willi
syndrome: results of a 2-year randomized, placebo-controlled, crossover GH trial.
Clin Endocrinol (Oxf). 2017;86(2):297-304. (3CHR *°)

27T £ DEFEHN PWS BE TITbN T “HEMR T ¥ LUK LEGER T, R0k

ENLBIRFHIIC PWS & 2W SNTIERI T, HEBRAZHRIITONTW LD H R
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WX AaEEORFEIIRY, LR 20mXIEFE UG 42 b &iZiThbh T 5 (0.67
mg/m?/day), GH JARITIENI BN A EICHA L, BIEMEENAFEICEML T\,
GH /BIRIC L 2 RMER TR D 2o 7, ZAMIZE LTI 1 (OCHR 18) DFm3CiciEFe
WaD, GH W L0 . ARG, TEERH,. EZR EICHLNREEN 27D 72
Mol tWEINTWD,

< BARIZEBIT D IR ERE >

PWS (28T % GH 1R ORISR ZIC B 2 BRIFJE O skid, R3CIZR L T
PubMed %, HAGEm I L TIXEFGEZHWTITWY, £ 70 CEREB LU 74
kAR Lic, Z20mns %31, BARFHE2HEENT 5, MEXILLTO L
BOTHS,

e

PubMed : Prader-Willi syndrome AND growth hormone, Limitation: Clinical Trial

EHEE ¢ Prader-Willi JEfERE/RWL 7T ¥ — « U ¢ U —JEGEEE AND iR AFB/LE
O IA BRI

AR DS SN TR, BIEA s R IT 2 <. W bk H sl g
e TH o 7=,

1. Obata K et al. Effects of 5 years growth hormone treatment in patients with
Prader-Willi syndrome. J Pediatr Endocrinol Metab. 2003 Feb;16(2):155-62. (3CHR
20)

37 4 D HANPWS BEICH T D GHIBIE DR & % 5 HAIZFE L 725 3C, GH 16 %

#13 0.175mg/kg/ il T, Ak 5 FEICOE 0 RIEBIEE L Tz, m— LLEEHUE GH T6%

Pl —FECTHEL, TOROLET L MR TN TE L, ZRMEICET

DRLHENT R Do T,

2. B Exz th, NEH - BEESIY— U4 ) —EREHBAE~OREFILVE
VRREENEE., B, BERFE~NEXZSRIPVIROBRT HRERFHSUIEER
(0386-7617)38 & Page57-64 (2015.08)(3CHA 2)

N BEMPWS BE 245 L LCirbie, GHMiRBIENRAT E., B,
PRI DB UHEE I RIETEHHDEICOVWTHRE L% TRFZETH 5, 17 %Ll E
? GH iR H v BE, FMETITARE - JEWE - BMI DA EIIE T LTV, ZHT
FHEEREZRD RN oTz, iz, 10 U EOK 3 FISHERS 2 & 0F L Tz as,
GH i T/ & V) #E TITHERI & OFBHE DN A BIAR o 72, AN - BER PWS (2% 9
% GH #iFE LT AT RO THUGE, BEEOE/ATHICTS L, Z0REI1X GH
MFEFIER TR OFT 2720, FERFHIE D 27 2S5 LHEH ST, 28
PEIZB 3 D Re i 72 2o 72,
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3. I Ex M NEH - BERHIORESNVEUVBRBRERX SIS — - U4 VER
HOBERFRBERELZETIES HBANSWESHESE (0029-0661)91 %
Suppl.Update Page55-57(2015.07) (3CH#k %%)

10 mLL o> PWS143 filaxt5e & Lo, %A TH D, NI L OEERIC
GH J/REIED & 5 43 (A BE). TREED 720 60 (B #E). MFITEE S TR 40 fi(C
PO L, BERBOSHEE ARSI L7, GH &G HEIZIZ, HESD 237 —5
HVVERERERORTOEMENGEENTND, 2EO IFIHEIRFEZ G L, ABETO
BEPRIR DGO 1T B BEICHRAFITR ) o> 7, BERFEIIEDO P REIX 159 Th
ST, K4 EID 10 ARATHTHEIRIE 2 3 E L T\ e, HERE A ORI Co BMI X, FES
DRl L v HEICE <. GH JBIRIC L 2 00 0 ek 03B JR IS FIE 2 K T &8 5 AT RErE A
IR E T, BeticET A RHEIT o7,

SACH-GCP #EML O FE R RBRICHOWTIE., FoSH#+5 = &,

(2) Peer-reviewed journal DFRFE, A & « 7 F U 2 R FEDOHRE RN

# Peer-reviewed journal @ #&7

PWSIZEBITA GHIEEOEHERMEZF O L Ea—%2 MR LT, FTilo R4 &I 4 4F
DNICHE SNTEHEFTOLE2—I2B W ThH, GHIEEIL, RERLEDR L & HIT,
RELRBEWEAZRDOHZ 72, Bk EZUET L2 Z ERREHINTWVD,

1. Grugni G et al., Diagnosis and treatment of GH deficiency in Prader-Willi syndrome.
Best Pract Res Clin Endocrinol Metab. 2016 Dec;30(6):785-794. (3CHik %)

2. Angulo MA et al. Prader-Willi syndrome: a review of clinical, genetic, and endocrine
findings. J Endocrinol Invest. 2015 Dec;38(12):1249-63.(3C ik %)

3. Bridges N. What is the value of growth hormone therapy in Prader Willi syndrome? Arch
Dis Child. 2014 Feb;99(2):166-70.(3C ik %)

4. Wolfgram PM et al. Long-term effects of recombinant human growth hormone therapy in
children with Prader-Willi syndrome. Curr Opin Pediatr 25, 509-514 (2013).(3Z ik *°)

EAZ - TF VIR

Sanchez-Ortiga R et al. Effects of recombinant human growth hormone therapy in
adults with Prader-Willi syndrome: a meta-analysis. Clin Endocrinol (Oxf).
2012;77(1):86-93.(3CHk %)

PWS B AR 5 GH IR DO IHRIC 5 2 2 20 RE2 Mt Lic A Z - 7F U A, 134
A (BPET5 4, &KPEB94) O PWS sl N BHE DT, A PWS & IZH TS5 GHIAR
I T 5 e F 2 4% PubMed, EMBASE, Cochrane Register 2> 54 L, =27k
— MFFEEAIT > TV 8 Fm LA MENT L7z, 12 2 H @ GH VB I RAR NG 3 Pl I & .
BRI E 2D S, BRIEMARERZABEICHNS S, BonRE (120H0) x4
PEICEE LT, VRIRICRT 28 AT 70 < | GH IR T ITHE RN & F8IE L 72 JE A & A5
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INTWAREhoTz, TOMORIEATIR, BEOHEN KR bE P LRI T
5o EMZAMEICEE L T, GHIBHRAEIZ 1B, 22> b — LB 1 B3 H 23 His
EhTWa, Bt BRFEZBIELZRE IRV EZHINATWD,

(3) HEHHEF~OREERRER L L TORRERN

<M BT D BREE >
Williams @ Textbook of Endocrinology TiZ. 2013 42 J Clin Endocrinol Metab (Z #5 &
7= PWS IZxF9 % GH IR A A KT 4 (FRl(@)IC A IERL#, Sk %) 2 R HR O
RILE LTHHLTWD,

<HARIZBT DHFEE>

HANRN W FESHmIC L 2/NENSWS (WETEH R) TH. 2013 4 J Clin
Endocrinol Metab (245 S 72 PWS IZxF9 25 GHIGE T A K74 (TFTRR(@)ICHAEIT
FLEk. SUER ) BI STV A, GHIBROEHE~DOE L RSN TE v, il
RS D720 GHIGRHBA RH L T D Z ERmHicn TS,

(4) %EXFMBEOBREIA R T A ~OFHR B

<WAMNZB T DA KT A4 %>

Deal CL et al. Growth Hormone Research Society Workshop Summary: Consensus
Guidelines for Recombinant Human Growth Hormone Therapy in Prader-Willi Syndrome J
Clin Endocrinol Metab, June 2013, 98(6):E1072—E1087 (3 ik %)

WEHTD PWS IZHI1TH GHIEBED A KT A4 Th b,

LR, BERZii#T 5,

[PWS 28T % GH IBRDIRHLIZES L T]
The therapeutic rationale for the use of recombinant human GH (rhGH) is derived from
our understanding of the comorbidities seen in PWS, (k&) (eg, reduced muscle
strength, altered body composition, low energy expenditure, and reduced growth, even
in the presence of obesity)
GHIGIR 217 D MRHMLIT, PWS HE TR O LR EDIR T, A DZEl, EROK
TREDEHEDHETH 2,

[GH G OFB A D REEIZE L T]
Its approval by the Food and Drug Administration in 2000 for use in children with PWS,
based on short-term growth data and subsequently for its effects on body composition
GH 181X, mANIREITHT D7 —F2 &b &1, TORITMEMEMICE 2 5 2h R K
DERKRB I NI,
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[PWS D2l & GH IBRBEMAICEE L T]

After genetic confirmation of the diagnosis of PWS, rhGH treatment should be
considered and, if initiated, should be continued for as long as demonstrated benefits
outweigh the risks.

AR T PWS OB HEER L, GHIRRKIEIEZE SN DL XX T, GH OZENFI
TEICHE DR TEDRTESEHNTRETH D, GH FHMHEEICT R IO ER
DFLHUTFR D TV 720,

[GH iR EICE L T]

Infants and children with PWS should start with a daily dose of 0.5 mg/m2 d sc with
subsequent adjustments toward 1.0 mg/m2/day every 3-6 mo according to clinical
response and guided by maintenance of physiological levels of IGF-I.

PWS O FLIEE X OVNRIZE T2 GH 1A% 1T 0.5mg/m2/day(3 X & 0.123mg/kg/week) B
WL, 3-6 0H I LTRSS EZ &1 1.0mg/m2/day(F & % 0.245mg/kg/week)
EFTHET S, 20O GHIRKIEIL, BEAARTITOA TS GHIBRKD ik L [FERT
D,

[GH iR D&M FAHICE L T]

Patients with PWS receiving rhGH must be followed carefully for potential adverse
effects during GH treatment.

PWSIZH 1T % GHIGHR 1T &I L TIIRHRFEREZG TV D LB SN TV DD,
GHinMR o EIER (M., B0, PFUCIREE. 8, MIPERE L& . HURRBERER H 72 &)
OFMOEEME S - THERM L T\ 5,

<HBRIZBTDHA RTA %>
1) U TH5HA4A KT 070

(5) BEARITHR DA TORKABRE K OERRMEHERE (i (1) B4 I
DU T

1) #4720

(6) Lo (1) 7226 (5) B EATCELEDZHMEIZHONT

<BIEMNEE - R IZONWT>

PWS BEIZE T 5 GH IR IE, FRREMEMA 720 TR EMARSED R, £V IEN
BWMAOEREHABEEMNERNS D2 L3 FICESZ P OICHRESL TS
(4-13,15,16), [EAN O @&, %GR RBIEIICICIRIE S5 25, RIER DR K03 #E
ST 5(20-22), PWS BFICH 1T 5 GH IGROEI R IGICBI LTIk, BEfaH, s,
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MR T 2 BENGEIHRIN DN, Wb GH IBEIC X 2 Bk 7o B2 TR S
TV 720(6-8,10,14-18), DL LS. PWS HBFIZH T B ISR #E H M CTO GH {h#%
X, REREWERA L RS EMTEHAAHARIBRIETHL EEZXOLND,

<BEEME - AEIZDOVWT>

F & UTRIN D B Sz /ha i PWS BB 2 5812 T GH IR O RFLEKIC
52 B8R Be L@ 0Tl B X% 0.245mg/kgiE (CH IS4 5 # 5 & Thifr ST
BO, REREMERZRDDLI RS BHREMAKOLUEDIREZHE T D
(4-6,8-17,28),
BELDHPETHEHINTWLIRGE - MEFRIETZ2MEo72 PWS BEIZHT 5 GH O
TR EIL 0.245mg/kg/#E T LR X E RSO ETH S, LLED D 0.245mg/kg/il O £
HETRETLHIZENHEYUTHL EBEX LN,

<FRIREIIE ST Iz HonT >

PWS [BFE 21T 5 GH IR DALEAT T 1, iR B L MR OB ETH 5 (23-28),
PWS &F Tix, ERICIEWVIERF 2 E DA DHEN I L, PWS B3 D QOL K T D i
KL%, ZOXSRBENLTDHE, PWSIZHIT S GHIBEO -2 BHIE., A
OWEEEHIED T TH S, SHIZ, TNE TITONTE KRR S GH IR
DRI TORED R Z M TH LTV 5 (4-13,15,16), L2rL. HARTIT PWS
FHTO GHIREOEINIREFRLEBHRICEONTEY, KEEDH D WVITRERIKT
RO PWS /NREE Tk, GH IRE OB SEEH 2 =X TERN, ZD ),
WEORERIRZITO Z & THREZMHI L. GH InROBESEEL-T Lok &
PITORTWABIR b BRSNS, ik, EFW - MBI A SE X T K&
METHY, GEBIOMERE TGRS, BN, SN2 & TEEREL L TTb
NTWD EHIZ, BRFPHWFIETHREZK S PWS BEOT X TH GH IGREDOH)
REFEZTELLOCTHIENREEFLVWEEZLOND,

4. FEhT RERBOMEE L 2D HIER

PWS /NRIZ I 1T D kL Ak e H B9 TO GH 1GR O IS E RICER L sk TOHE 2L
N AREETCOBKRT —F DO ROVENEE 2D, ZOREHRT D7Z0IZLLT
DR ZRET D,

1. MEVEZ AL bk B ER

BUE O GH 1AW G FEYE 2 0l 72 S 720 PWS HUE & E/E 42 GH IR EE R K ORISR I
BN D T2 TV, REOFEi S & i, DEXAEZHWT, BEEBIOHAED
RO EZBEET D, Lol PWSIZHDEBTH D72, ABFIEEHE 1L L
TRWATEEMER S D, T2 T, FTROFEBRERE L TIRET S,
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2. Zlak A% T AV BLET 58
GH {6 L OSERRIE D SR O T — # 2% GHRBICIE L. AR (IG5,
AE) ORI, HERE 21T 0.

5. f§&

< F Dt >
1)

6. 25 Lik—&

1. Nagai, T., et al. Standard growth curves for Japanese patients with Prader-Willi
syndrome. Am J Med Genet 95, 130-134 (2000).
2. Eiholzer, U., Blum, W.F. & Molinari, L. Body fat determined by skinfold

measurements is elevated despite underweight in infants with Prader-Labhart-Willi
syndrome. J Pediatr 134, 222-225 (1999).

3. Sinnema, M., et al. Physical health problems in adults with Prader-Willi syndrome.
Am J Med Genet A 155A, 2112-2124 (2011).
4, Lindgren, A.C., et al. Growth hormone treatment of children with Prader-Willi

syndrome affects linear growth and body composition favourably. Acta Paediatr 87,
28-31 (1998).

5. Carrel, A.L., Myers, S.E., Whitman, B.Y. & Allen, D.B. Growth hormone improves
body composition, fat utilization, physical strength and agility, and growth in
Prader-Willi syndrome: A controlled study. J Pediatr 134, 215-221 (1999).

6. Myers, S.E., Carrel, A.L., Whitman, B.Y. & Allen, D.B. Sustained benefit after 2
years of growth hormone on body composition, fat utilization, physical strength and
agility, and growth in Prader-Willi syndrome. J Pediatr 137, 42-49 (2000).

7. Haqqg, A.M., et al. Effects of growth hormone on pulmonary function, sleep quality,
behavior, cognition, growth velocity, body composition, and resting energy
expenditure in Prader-Willi syndrome. J Clin Endocrinol Metab 88, 2206-2212

(2003).
8. Carrel, A.L., et al. Growth hormone improves mobility and body composition in
infants and toddlers with Prader-Willi syndrome. J Pediatr 145, 744-749 (2004).
9. Whitman, B., et al. Growth hormone improves body composition and motor

development in infants with Prader-Willi syndrome after six months. J Pediatr
Endocrinol Metab 17, 591-600 (2004).

10. Festen, D.A., et al. Mental and motor development before and during growth
hormone treatment in infants and toddlers with Prader-Willi syndrome. Clin
Endocrinol (Oxf) 68, 919-925 (2008).
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B Ez e ANRH - BEMT I — - U VIERBEEE~ORER/LVE
CRFEREN TR B, R~ 2 D R WIEIRIR O #ET

% B S AP SE AR (0386-7617)38 - Page57-64 (2015.08)

e Bz M R BREMORESLVE CHERIEILTS T X — - v 4 VIE
BEREDOWERIFFEIESE KT S5 HANS W FSMERE (0029-0661)91 4
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