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Pediatr Endocrinol Rev. 2018 Sep;16(Suppl 1):91-99. doi:
Growth Hormone Treatment for Prader-Willi Syndrome.
Tauber M?, Diene G2, Molinas C3.
Human Growth Hormone Treatment for Children with Prader-Willi Syndrome: A Review
of Clinical Effectiveness, Cost-Effectiveness, and Guidelines [Internet].
Edge R, la Fleur P, Adcock L.
Ottawa (ON): Canadian Agency for Drugs and Technologies in Health; 2018 Jan 25.

Low dose growth hormone treatment in infants and toddlers with Prader-Willi syndrome is
comparable to higher dosage regimens.

Scheermeyer E, Harris M, Hughes I, Crock PA, Ambler G, Verge CF, Bergman P, Werther
G, Craig ME, Choong CS, Davies PSW; PWS and OZGROW collaboration.

Growth Horm IGF Res. 2017 Jun;34:1-7. doi: 10.1016/j.ghir.2017.03.001. Epub 2017 Mar
24.

Growth Hormone Treatment in Children With Prader-Willi Syndrome: Three Years of
Longitudinal Data in Prepubertal Children and Adult Height Data From the KIGS
Database.

Bakker NE, Lindberg A, Heissler J, Wollmann HA, Camacho-Hubner C, Hokken-Koelega
AC; KIGS Steering Committee.

J Clin Endocrinol Metab. 2017 May 1;102(5):1702-1711. doi: 10.1210/jc.2016-2962.

Metabolic health profile in young adults with Prader-Willi syndrome: results of a 2-year
randomized, placebo-controlled, crossover GH trial.

Kuppens RJ, Bakker NE, Siemensma EP, Donze SH, Stijnen T, Hokken-Koelega AC.
Clin Endocrinol (Oxf). 2017 Feb;86(2):297-304. doi: 10.1111/cen.13247.

Cognitive and adaptive advantages of growth hormone treatment in children with Prader-
Willi syndrome.

Dykens EM, Roof E, Hunt-Hawkins H.

J Child Psychol Psychiatry. 2017 Jan;58(1):64-74. doi: 10.1111/jcpp.12601.

Diagnosis and treatment of GH deficiency in Prader-Willi syndrome.
Grugni G, Marzullo P.

Best Pract Res Clin Endocrinol Metab. 2016 Dec;30(6):785-794. doi:
10.1016/j.beem.2016.11.003. Epub 2016 Nov 9. Review.

Effect of cessation of GH treatment on cognition during transition phase in Prader-Willi
syndrome: results of a 2-year crossover GH trial.

Kuppens RJ, Mahabier EF, Bakker NE, Siemensma EP, Donze SH, Hokken-Koelega AC.
Orphanet J Rare Dis. 2016 Nov 16;11(1):153.

PMID:

Long-term safety and efficacy of Omnitrope®, a somatropin biosimilar, in children
requiring growth hormone treatment: Italian interim analysis of the PATRO Children study.
lughetti L, Tornese G, Street ME, Napoli F, Giavoli C, Antoniazzi F, Stagi S, Luongo C,
Azzolini S, Ragusa L, Bona G, Zecchino C, Aversa T, Persani L, Guazzarotti L, Zecchi E,
Pietropoli A, Zucchini S.
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Ital J Pediatr. 2016 Nov 3;42(1):93.

Beneficial Effects of GH in Young Adults With Prader-Willi Syndrome: A 2-Year
Crossover Trial.

Kuppens RJ, Bakker NE, Siemensma EP, Tummers-de Lind van Wijngaarden RF, Donze
SH, Festen DA, van Alfen-van der Velden JA, Stijnen T, Hokken-Koelega AC.

J Clin Endocrinol Metab. 2016 Nov;101(11):4110-4116. Epub 2016 Aug 23.

GrowthHormone Research Society workshop summary: consensus guidelines for
recombinant human growth hormone therapy in Prader-Willi syndrome.

Deal CL, Tony M, Hoybye C, Allen DB, Tauber M, Christiansen JS; 2011 Growth
Hormone in Prader-Willi Syndrome Clinical Care Guidelines Workshop Participants.

J Clin Endocrinol Metab. 2013 Jun;98(6):E1072-87. doi: 10.1210/jc.2012-3888. Epub 2013
Mar 29. Review.

Retrospective study of the potential benefits and adverse events during growth
hormone treatment in children with Prader-Willi syndrome.

Fillion M, Deal C, Van Vliet G.

J Pediatr. 2009 Feb;154(2):230-3. doi: 10.1016/j.jpeds.2008.07.058. Epub 2008 Sep 23.

Sudden death in growth hormone-treated children with Prader-Willi syndrome.
Van Vliet G, Deal CL, Crock PA, Robitaille Y, Oligny LL.
J Pediatr. 2004 Jan;144(1):129-31. Review.
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Prader-Willi syndrome AND Nutritional management
OR
Prader-Willi syndrome AND Nutritional intervention
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1. Irizarry KA et al. Prader Willi Syndrome: Genetics, Metabolomics, Hormonal Function,
and New Approaches to Therapy. Adv Pediatr. 2016 Aug;63(1):47-77.

2. Lima VP et al. Nutritional intervention with hypocaloric diet for weight control in children
and adolescents with Prader-Willi Syndrome. Eat Behav. 2016 Apr;21:189-92.

3. 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;83(5):321-
31.

4. Miller JL et al. A reduced-energy intake, well-balanced diet improves weight control in
children with Prader-Willi syndrome. J Hum Nutr Diet. 2013 Feb;26(1):2-9.

5. Ma Y et al. Nutritional and metabolic findings in patients with Prader-Willi syndrome
diagnosed in early infancy. J Pediatr Endocrinol Metab. 2012;25(11-12):1103-9.

6. Bonfig Wet al. A special, strict, fat-reduced, and carbohydrate-modified diet leads to
marked weight reduction even in overweight adolescents with Prader-Willi syndrome (PWS).
ScientificWorldJournal. 2009 Sep 14;9:934-9.

7. Schmidt H et al. Dietary intervention in the first four years prevents abnormal weight gain
but negatively affects height development in Prader-Willi syndrome. Acta Paediatr. 2001
Apr;90(4):468-9.
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8. Hoffman CJ et al. A nutrition survey of and recommendations for individuals with Prader-
Willi syndrome who live in group homes. J Am Diet Assoc. 1992 Jul;92(7):823-30, 833.

9. Caldwell ML et al. An investigation of the use of high- and low-preference food as a
reinforcer for increased activity of individuals with Prader-Willi syndrome. J Ment Defic Res.
1986 Dec;30 ( Pt 4):347-54.

10. Holm VA et al. Food and children with Prader-Willi syndrome. Am J Dis Child. 1976
Oct;130(10):1063-7.

11. Coplin SS et al. Out-patient dietary management in the Prader-Willi syndrome. J Am
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Prader-Willi syndrome AND scoliosis AND pathogenesis
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Growth hormone receptor(GHR) gene polymorphism and scoliosis in Prader-Willi syndrome.
Butler MG, Hossain W, Hassan M, Manzardo AM.
Growth Horm IGF Res. 2018 Apr;39:29-33.

Muscle dysfunction caused by loss of Magel2 in a mouse model of Prader-Willi and Schaff-Yang syndrome.
Kamaludin AA, Smolarchuk C, Bischof JM, Eggert R, Greer JJ, Ren J, Lee JJ, Yokota T,
Berry FB, Wevrick R.

Hum Mol Genet. 2016 Sep 1;25(17):3798-3809.

Scoliosis in Prader-Willi syndrome: effect of growth hormone therapy and value of paravertebral muscle
volume by CT in predicting scoliosis progression.

Murakami N, Obata K, Abe Y, Oto Y, Kido Y, Itabashi H, Tsuchiya T, Tanaka Y, Yoshino
A, Nagai T.
Am J Med Genet A. 2012 Jul;158A(7):1628-32.

The musculoskeletal manifectations of Prader-Willi syndrome.
Shim JS, Lee SH, Seo SW, Koo KH, Jin DK.
J Pediatr Orthop. 2010 Jun;30(4):390-5.

Scoliosis in Prader-Willi syndrome: prevalence, effects of age, gender, body mass index,
lean body mass and genotype.

de Lind van Wijngaarden RF, de Klerk LW, Festen DA, Hokken-Koelega AC.

Arch Dis Child. 2008 Dec;93(12):1012-6.
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Muscle histochemistry in the Pradr-Willi syndrome.
Sone S.

Brain Dev. 1994 May-Jun;16(3):183-8.

Randomized controlled trial to investigate the effects of growth hormone treatment on
scoliosis in children with Prader-Willi syndrome.

de Lind van Wijngaarden RF, de Klerk LW, Festen DA, Duivenvoorden HJ, Otten BJ,
Hokken-Koelega AC.

J Clin Endocrinol Metab. 2009 Apr;94(4):1274-80.
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AR bFHEE
RN
- PWS BE T, HRTEHREEICERT 2 FRIBEER TEZ A0 2 R H 5
(Irizarry KA et al. PMID27426895, Heksch R et al. PMID29184809) .

« PWS BT 2 FARME HUR IR HEAR TIE O FEERIX 2-32% & A STV % (Tauber
Metal. PMID11146368, Butler MG et al. PMID17304546, Miller JL etal. PMID17431897, Dudley
O et al. PMID18298478, Diene G et al. PMID20395666, Sharkia M et al. PMID23623517). #HJE
T L > TRELS EARDN, FEDOPWS BEZH L LM CiE, BRI T
JEDBEEE L 2% T, IEF X EZ D 570 & STV % (Butler MG et al. PMID17304546,
Sharkia M et al. PMID23623517).

* 2R E TOPWS BETIE, 72.2% (18 BiIrh 13 #]) [ ZHRLE TED « FIEAR « FRIRAR axis %
WHREEDITZ (720 L free T4 {KE, TSH 1IE%H /34 —>~) (Vaiani E et al. PMID20560980) .
FED PWS B TR I R FUR IS EE IR TIE 2580 2 28, Flin & & b IS H R REDS
EFAT 201, FHEMBERORADBES L TWAD AN & 5 (Vaiani E et al.
PMID20560980) .

<21 £ D PWS BRI T HBAIRA Y V—= 7 Of5%, TSHHE, # T4 EIX, @Hxm
EEMIE o T, 21 47 3 4408 LT4 NIRZE1T72 - TV ey, LT4 H 1% O TRH A fafakBi
DFER, 204F 14 G4H 14) IR FEM:RIRIEREIK TE 25872 (Sharkia M et
al. PMID23623517).

« FUR IR REAR TE & ffeE L 72 W R Y, 26112 L-T4 OWNR % Blth3 % <& Tid 72\ (Angulo
MAetal. PMID26062517).

- ORI REAR THE ER2Wr S 7= &, Fn, AREICES EERNRIGERET, L-T4 DNk
ZPAMET 5 & THD (HekschR et al. PMID29184809) .

cHMFOa AL LT, A% 3 DHAUNICHIRBERERIKTEDO A V—=2 7
(TSH, FT3, FT4) #3hE L, L%, 1402 1 BloRE#E L3 5. GHIBREE{T/2-

TWAEEIL, FRICE A2 HESEd 5 (Festen DA et al. PMID17716335, Goldstone AP et al.

PMID18697869, Emerick JE et al. PMID23962041, Heksch R et al. PMID29184809) .

« GH /5 OHit% T, PWS B O BRIREERE 2 M5t L7285 R, GH BRIAT., 72\ L free T4

IPMET L7223, TSH, T3 ICAERZ(LERDRN-7-. GH IREDOFER, T4 1D T3 ~0

TEHAEIN U272 EHEHI S 41D (Festen DA, PMID17716335).

- PWSHEFIZEBIT 5, HIREEREIR THED B ARBCLTANRO IR 2 BatT & Th 5.

P

« PWS HBFITHIT DM EEIR FAEOSEE X, STHRUIZIE 63-100% TH D (Diene G, et

al. PMID20395666) . £7z, HEJEELICIEAY® 5 (Irizarry KA, et al. PMID27426895) .

« PWS BEIZEB T 2 MRS REAR TIE O RN 52 ISR STV 70y, R FEsofE

T O(PARME) OB TR, PRV URROEE (F5EME) 235 L Tnd EEx 6TV

% (Vogels A, et al. PMID18721940, Siemensma EP, et al. PMID22188746, Eldar-Geva T, et

al. PMID19729946, Radicioni AF, et al. PMID21718342, Heksch R, et al. PMID29184809) .

< FERTEY 72 LHARAEISMR T R b o e MM EE R 2%, 1 B B BIRfE & AEXTRY 72

FSH &3 JF R MM AR RE R T E &2 /R J~ 5  (Radicioni AF, et al. PMID21718342,  Eiholzer

U, et al. PMID16352691).

< 10 KB LA D PWS BYEICHWT, A ey BIEMHE, T A AT o A&fE, =25

KFhobvy BRZ23D% (Hirsch HI, et al. PMID26345685). PWS P28\ T, IO

PAPEE GRIECKAN) OfESR, EFEMORAEIE, 7oy LT T15 1k % X 727 (Siemensma EP,et

al. PMID22723315). & 52, BEHEHER O PWS LR Tk, IEW FROT X haF ik &

ONLH fE2S i SV T\ 5. FSH EILEHFEMBRLATE, RIE~ 1B ~mfE &bk 4 2fia & 5.
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ToZENLL, PRMEBLOEREEORAERN L HEEL S D (Heksch R, et
al. PMID29184809) .

- PWS BE D% TIE, Bicdt, MHIRERIKT 2580 5. SMESEEE (AR S 2
THD), BRIV LAERZEELY, REREOEREZRTDH. KR TIIEESS/NEED
K%, BIRCIHMEREREEEZ 2925 (Cassidy SB, et al. PMID22237428, Emerick JE, et al.
PMID23962041) .

- PWS TiE, mini-puberty I[ZIEFIZFRD HIL 5 (Fillion M, etal. PMID17137911,  Hirsch HJ,
et al. PMID25170853) .

 PEARFEREAR TIEODARTEIE, 2 DEREFIC L > TR DA, BEAFREIC L 2 E WO TEND
L #2515 (Gross-Tsur V, et al. PMID22559970, Hirsch HJ, et al. PMID26345685) .

s A2 LRl oS R, B O 80-100% 2R D b5 (Tauber M, et
al. PMID11146368, Eiholzer U,et al. PMID16352691, Crind A etal. PMID12692714, Diene G, et
al. PMID20395666, Cassidy SB, et al. PMID 22237428). hCG {5 ZHE T 2 HENH 5

(McCandless SE PMID21187304) . %< I, #EHREEEM 2 ES 5. SRHIEENRIX, 1-2 7%

F TIZE T & Th D (McCandless SE PMID21187304, Goldstone AP, et al. PMID18697869) .

CREHEETE, SCEEIICIE 69-100% CHEfii AU TV 5 (Crind A, et al. PMID12692714,
Eiholzer U,et al. PMID16352691, Miiller J. et al. PMID9401541, Diene G, et al. PMID20395666) .

ERRERERT 5 16 40 PWS B CEXAHE 1.6 75%) (2 hCG 250-500 Bz, iz 28
4RI 6 WRFEH L72fb R, 128 A EDREF THREOALENS FREL, 23% TREEIZREREN
FTTRELZ. 76%DIER T, KEEEMNMLIETH - 72, BRI T 5 2o hCG
BEIL, BECEEDOREICEWVWHREEZ L0 FTAEMEN H D (Bakker NE, et
al. PMID25109686) . K[E/NEE 72 DB FZERIT, EFEERITH LT, FIFORIIC hCG
Beh AR D Z L 2 HELE L T D (McCandless SE et al. PMID21187304) .

« £ OWETIE, PWS BIRICEHBWT, HAERBS L OVNEHEIICARXRIZIER & ST
V% (Hirsch HJ, et al. PMID26345685, Fillion M, etal. PMID17137911). L2>L72nR 6, WRE
IZPEZEF1L-2SD L FIZ# BHiATe (Hirsch HI, et al. PMID19401370) .

INETpfEEIE, £ < DR O PWS BE TR O D EE ) OmmEIZ A5 & H\UE - T, 37
MYERICR#EA £ U D, VBT A MATarOREIOIEEN, ML NL—= 72T
SH[HEMN S D (Heksch R, et al. PMID29184809) .

« PWS BRI%, mini-puberty NIEF 23K L, A%E» HiE, LHAE, FSHE, 7 A N AT
o ED FRA2FRD S (FillionM, etal. PMID17137911). = 0%, T A KATF o L a5 R

ra e, AREYOEIIK T 5.

BEYINIE KT HE, TARNAT R T ERT D0, KfEICE EES. LH, FSH i3tkx
ThD. < OWETIE, LHIEIZIER FIRASIER TH DM, FSHIZHEML, EENHE
% %95 (Gross-Tsur V, et al. PMID22559970, Hirsch HJ, et al. PMID26345685, Eiholzer U,
et al. PMID16352691, Hirsch HJ, et al. PMID19401370, Siemensma EP, et al. PMID22188746,
Radicioni AF, et al. PMID21718342) .

- ERERECE L R UMD~ —H—ThDH A e B BIE, £< OEEME LU AT
PECITREZ2 WD LR T, HBEEEREOBIZIE, LB L7225 (Gross-TsurV, et
al. PMID22559970, Hirsch HJ, etal. PMID26345685, Eiholzer U, etal. PMID16352691, Hirsch
HJ, et al. PMID19401370 , Siemensma EP, et al. PMID22188746 , Radicioni AF, et

al. PMID21718342, Brandau DT, et al. PMID18241068) .

- PWS B 68 4 OHEKIHITFZEN D, A v b By BIFRIEEMICIZER CTh 52, BHEH
UBAEIZIKRTL, FIFZ FSH BN EFI 5. 7 A2 b AT o i, BEYIC LR35,
SN—kUZANVUTICEEED. —J7, LHEE, AT, 95—k A L&l
72\ (Siemensma EP, et al. PMID22188746) .

« PWS M BT D PHEIEREIS T I1X, PWS OB, EEFEHR LR ABM & RO/ %2 —
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&2 % (Eldar-Geva T, et al. PMID19729946, Eldar-Geva T, et al. PMID19946044) .

« PWS LTI, 76% b OBET, HMAERRZ, BEES/MEEOREMEZ R T 5 (CrindA, et
al. PMID12692714, Emerick JE, et al. PMID23962041) .

* PWS DR L~V 30D THRIAWY. %< TlE, MERRSEIIARZER T, “REEITE
HCiELIE3 % (Jin DK. et al. PMID22844316). — il CIX2 272 AERA L AR 2RO 5
(Angulo MA, et al. PMID26062517, Hirsch HJ, et al. PMID26345685) .

< @E, PWS IR Clix, BEMOR K TH DI EMKITIES 7244 ChliE 525, Tanner 3
RN 4 EA~OEITIZAEIZEN, Tanner5 EIZH|ET 2 EEITIEFIZD 720 (Siemensma
EP, et al. PMID22723315, Eldar-Geva T, et al. PMID19946044) .

« %< O PWS R TIE, FIENFERLARWVD, 825% THRENA LN D, FIFRAEN ITELE
LB 20T D, L LBEAZENKE . E72, WIRNEELEL THLEDOH%RIT, HIAR
THAHZ ENIIFEALETH D (Gross-Tsur V, et al. PMID22559970, Hirsch HJ, et
al. PMID26345685, Siemensma EP, et al. PMID22723315).

MERREREDIRIE L 725 A > B B2 BIX, PWS O A LMEICB W T IRIFEME & 5 (Gross-
Tsur V, et al. PMID22559970, Hirsch HJ, et al. PMID26345685, Brandau DT, et al. PMID 18241068,
Siemensma EP, et al. PMID22723315, Eldar-Geva T, et al. PMID19946044, Eldar-Geva T, et
al. PMID24038925) .

« PWS %otk 61 £ OFERTHIBIIE o, JRARIRE 7 — <0/ S 72 fliR PRI IR 7= 5 23, DN
JRAD RS IR OEITHREE SN D. = A T VA — /VRMEOENZ, LH fEIZFE X1
1, FSH fEIZIES. BEMORERIZER E L5, HITHELET S (Siemensma
EP,et al. PMID22723315).

- PEBSREAS NSk D18 OB EL, FERE, RAOIEEIE, QOL #&EL T, f#

BT _& TH 5 (Jin DK. et al. PMID22844316) .

- PWS BEICxT 2 BEMORHL « #ITOTDDOEERIEREL Y A IEE LW, £
SOFEMZFIZE, Fdt, XK EFREFRMORBIZE S L oiT, BEEOR GG
AR ETNELWVWIERTHS (Goldstone AP, et al. PMID18697869, Emerick JE, et
al. PMID23962041, Heksch R, et al. PMID29184809) . &%, BEMEIZILD Hhiad/e 59,

NERNGWEAEIZ L > TITON A XETH D (Irizarry KA, et al. PMID27426895) .

- PWS BIETIE, @8%, 14-16 %272 > T, BEMOIEIERIE L T D 0REERGE,

TARAT O CAHFERIENHESE SN D (Gross-Tsur V, et al. PMID22559970, Hirsch HJ, et
al. PMID26345685, Heksch R, etal. PMID29184809). ik A B TiX, MARMEREIS FIZx LT
TARAT O AT & EE TS (Emerick JE, et al. PMID23962041) .

c BHRALE IRRIE, BAREAIOSABKIE NS Z LT, L0 AR ETHZ L
DAEETHSH. LiL, PWS EBEFIL, KERECH-NE D35 D720, JNHEES R
AIREMEA & D (Emerick JE, etal. PMID23962041, Heksch R, etal. PMID29184809, Angulo MA,
etal. PMID26062517). 7=, i CEBBEENNIETHDH Z &0 D, WIGHETO PWS BE
BT RERBESCEEDOS >h&E D) A7 O THEE S (Angulo MA, et
al. PMID26062517) .

T ARAT R COFRER T 2EH5AE LWL, Z084E, 1[8]50-100mg, 28 HfE
MO L, RAICKARE CHET S, RRFENARYITET LWL S, HEEEK
ROTEBIRNE=F — DB TH D (Heksch R, et al. PMID29184809) .

« PWS T, AT rA iR ZBET HA0C, MiF FSH, LH, =X har, A
L BOT T 4 —/LORENPHEREIILD (Angulo MA, et al. PMID26062517) .

< PWS & Ri%, 10272 o726, =A T V4 —)b, IF Rhat'y, f BBl
EL, BEMOFMEA1T > (Hirsch HJ, et al. PMID26345685) .

caEE, BEPOBBRERSCEITERAENIC 7 0 —9252, b L, 13ME TICHLERK
DIRE B0y, BEMOEITHAMEIET D0, 16 M E TICHIRNEE LR2IT L, ALre
VIR A BAtAT 5 (Heksch R, etal. PMID29184809). V& DRz 2 bk 4 L #lHK|CiRE %
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BRAGE L, WMIRHIMOBEE I 7 v A AT a0 VB A BN 5. BRI (Irizarry KA,
et al. PMID27426895) .

RN T, ARG ARS DL, TR a A U AREE ) BEEK TN D 554,
AT a4 NIEEZEET D (Vestergaard P, et al. PMID15126995 , Emerick JE, et
al. PMID23962041) .

- BEHOFERCE L LI BRI oM HIOIZIX, O ha b o 8MAIZEE L,

B H 1 2 5 &571 b, FOEVRANZEITT 5 (Heksch R, et al. PMID29184809) .

« PWS ZMEICxtd 5 LT A FEREE, MERE, RLE'L - Tu T AN, BEE, I
B IOV EE IS T T, HINCHRDDZRETHD. RO A o/ s,
L, YaFxra o fEHEOMAEDERZIT AL T (Angulo MA, et
al. PMID26062517) .
cMEZTEA FORZIL, PWS BEICBVWTEEEDIKR T2 X7-7 (Butler MG et al.
PMID11745993, Vestergaard P, et al. PMID15126995) .

* PWS O ATIE, AT A RREZWVEEERTICHELTWAZ ENHMLRTWND

(Butler MG, et al. PMID11745993, Vestergaard P, et al. PMID15126995) 7%, {44 /1E 2 D
WML VAL, fFELRRV.

« PWS O BEFEW B i, EEMRAOKRIMIN LARZRRMALZRD 5 LR, Y=
R=T7 (FHAEOHED) CHBEEOIKRT, 1Z&A EREZENSRWER, RERLECXR
2% A7 (Bakker NE, et al. PMID25668198). Z D7=8, HHIRESEFITOY A7 #HF7
5. AT aA ROWBRIL, BORE, HNE, SRREEZSET 5 (Irizary KA, et
al. PMID27426895) .

CRERARVE AL, AT A FRTE SIS, BV A ALME 2T 5 (Longhi S
etal. PMID25577526) )

T A MRT L, BEMOPWS BIRICHEBEMEZFHER - MEIE L5601 5. FAHIC
L oEERIL, EFHC XA MFRED ERSCRTEBET D 2 ENRTX 5720, [TEI EDOR]
BILEIHEC & 5[ REME 2N H 5 (Goldstone AP, et al. PMID18697869, Emerick JE, et
al. PMID23962041) . fPNIVEDRET A N AT v CHAITIHEEEZ G L, HEERSHTER
BT L W< (Goldstone AP, et al. PMID18697869) .

« 7T A AT 1 HA| (testosterone enantate=TE) X, BWEMEZEINIEAH EE 2 5T
50, GEHEITWD b TiEAwy. LaL, TE ORKAE (200-250mg) D 25% D /b &)
HRMAL, IEW FROT A NATa AMEEHERFTHE T, HRAICHEL TN 2 &3
S5 (Angulo MA, et al. PMID26062517) .

- hCG B ZHUNCET 5 Z & T, AERBERRL, +92ER3 G o5 0HEN
& % (Eiholzer U, et al. PMID17374959) .

- PWS BFIX, 178 LORMBESCHEBENRIERZRODL VA7 B@mN2 &b, BERLE
VIRRIZE T, VR BEEMT 2R8NS D 2 L2 FRICHH L TEBIRETH D

(Heksch R, et al. PMID29184809) .

- BET P FoFdiE, PWS BE DS Lt 14-30% TR ® 54 (Schmidt H, et
al. PMIDI11195029, Angulo MA, et al. PMID17567883, Unanue N, et al. PMID17085944, Crino
A, etal. PMID12692714, Siemensma EP, et al. PMID21521261, Emerick JE, et al. PMID23962041),
FHNCI B E 2780

- PWS FB#F (I TZ)E%F%? RLUF 3y, @EREICITETET, TR RREOIK
REFRORNTZD, —RITITRMELZZ 6N TND. FEITIE, I LRIBAESLIHEBEL R
VETHL I L% R%a‘é (HekschR, etal. PMID29184809). 7=72L, FEFH DIk HEL

L7aWy, T7bb, BIRTIEKEEAEN 4mL 28 27202y, R TIEEE 2 Tanner 2 £
IZE LW EEERS 74+ —1 508036 %5 (Angulo MA, et al. PMID26062517) .

- PWS BETIL, fEREEZ L LT, BB Fas 'y (i DHEA-S) 23, /NEEIZIX
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al. PMID27426895, HekschR etal. PMID29184809). K Fifin> 5 DA +4y72 CRH 43 Wb A3 i
EHERIEND. LavL, TARMERIB A RO EMHERREBRIIAAT, HERFORTH v
T U ARE LN TRV (Irizarry KA, et al. PMID27426895, Heksch R et al. PMID29184809) .
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iR 2 4 0 IR T UERH L0 E D B A TH 2D (Heksch R etal.  PMID29184809).

< 15 FY AR, B, ZotE, FRE THRMERIE A RO U X7 REnEHEIS LS
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- PWS BFITH T 5 HARMEIB A RO O s Mol R IcBA L <, a2
A I A FFAE L 72 (Emerick JE, PMID23962041, Heksch R et al. PMID29184809) .

« PWS BE 1T, FESCMEMN: & WS- ERZ 2 LI W=, BED FSEREZED, AR
BIA N L ADERIZ, TXTOPWS BEIZA NV AED AT v A REEZHELET S ER SV
% (de Lind van Wijngaarden RF et al. PMID18303077) .

- PWS BFH DMK FINOBRIZIE, PEarTF aAf ROTHEGEZEBET 50, D
K EBHEIBAREDIEREZZTIBREICAT oA FE2RETELLICHELTHL L%
HELE L T % (Barbara DW et al. PMID23024738) .

c WD D RFPIFOMEEE B3 D EORNTIE, FARMERIE AR 2Z S =3 mREtEn & 5

MEIMFHI L, BIBHEEENIER EREBA SN W R Y, BRI T AT 1A K5

175 Z L HHESET 25 (Heksch R et al. PMID29184809) .

 FPRKPERIRR RNGE S TS, B D I E O PR Tl 30-50mg/m2/H, 453 D

PEaLFas REG%2, KPEICHEEORTNICIE, 75-100mg/m2/[BlD AT 7 A K % #<0

G35 2 & 2 HELET 5 (Heksch R et al. PMID29184809) .

- JE3#S° BMD fBfE D B TlX, A7 84 FEEER 525720 E 9 127EET 5 (Heksch
R et al. PMID29184809) .

* PWS B 2 FFOR TOFREIZ, O, PWS BE IR THBEEICERT S
HFAXMERIBE AR A7 3552 L, QRIBEAREDLEICE I WIIERE XTI, &
HAEHREL T MLENH D (Emerick JE, PMID23962041, Angulo MA, PMID26062517,
Heksch R et al. PMID29184809) .

- F7, BIEOEFFICEIBAREDIERNE Z ~ 72586, &5 TEdL), HEICA ML
A & @ hydrocortisone % & fii & # T ¥ < ( Emerick JE, PMID23962041 , Angulo
MA, PMID26062517) .

[SCik]

PMID4305301

Rudd BT, Chance GW, Theodoridis CG.

Adrenal response to ACTH in patients with Prader-Willi syndrome, simple obesity, and
constitutional dwarfism.

Arch Dis Child. 1969 Apr;44(234):244-247.

PMID11732491

Whittington JE, Holland AJ, Webb T, Butler J, Clarke D, Boer H.

Population prevalence and estimated birth incidence and mortality rate for people with Prader-
Willi syndrome in one UK Health Region.

J Med Genet. 2001 Nov;38(11):792-798.

PMID14699614

Stevenson DA, Anaya TM, Clayton-Smith J, Hall BD, Van Allen MI, Zori RT, Zackai EH, Frank
G, Clericuzio CL.

Unexpected death and critical illness in Prader-Willi syndrome: report of ten individuals.

Am J Med Genet A. 2004 Jan 15;124A(2):158-164.

PMID14735579
Schrander-Stumpel CT, Curfs LM, Sastrowijoto P, Cassidy SB, Schrander JJ, Fryns JP.
Prader-Willi syndrome: causes of death in an international series of 27 cases.

Am J Med Genet A. 2004 Feb 1;124A(4):333-338.
95


https://www.ncbi.nlm.nih.gov/pubmed/?term=Emerick%20JE%5BAuthor%5D&cauthor=true&cauthor_uid=23962041
https://www.ncbi.nlm.nih.gov/pubmed/?term=Heksch%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Lind%20van%20Wijngaarden%20RF%5BAuthor%5D&cauthor=true&cauthor_uid=18303077
https://www.ncbi.nlm.nih.gov/pubmed/?term=Barbara%20DW%5BAuthor%5D&cauthor=true&cauthor_uid=23024738
https://www.ncbi.nlm.nih.gov/pubmed/?term=Heksch%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=Heksch%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=Heksch%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=Heksch%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=Emerick%20JE%5BAuthor%5D&cauthor=true&cauthor_uid=23962041
https://www.ncbi.nlm.nih.gov/pubmed/?term=Angulo%20MA%5BAuthor%5D&cauthor=true&cauthor_uid=26062517
https://www.ncbi.nlm.nih.gov/pubmed/?term=Heksch%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=Emerick%20JE%5BAuthor%5D&cauthor=true&cauthor_uid=23962041
https://www.ncbi.nlm.nih.gov/pubmed/?term=Angulo%20MA%5BAuthor%5D&cauthor=true&cauthor_uid=26062517
https://www.ncbi.nlm.nih.gov/pubmed/?term=Angulo%20MA%5BAuthor%5D&cauthor=true&cauthor_uid=26062517
https://www.ncbi.nlm.nih.gov/pubmed/?term=Rudd%20BT%5BAuthor%5D&cauthor=true&cauthor_uid=4305301
https://www.ncbi.nlm.nih.gov/pubmed/?term=Chance%20GW%5BAuthor%5D&cauthor=true&cauthor_uid=4305301
https://www.ncbi.nlm.nih.gov/pubmed/?term=Theodoridis%20CG%5BAuthor%5D&cauthor=true&cauthor_uid=4305301
https://www.ncbi.nlm.nih.gov/pubmed/?term=4305301%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Whittington%20JE%5BAuthor%5D&cauthor=true&cauthor_uid=11732491
https://www.ncbi.nlm.nih.gov/pubmed/?term=Holland%20AJ%5BAuthor%5D&cauthor=true&cauthor_uid=11732491
https://www.ncbi.nlm.nih.gov/pubmed/?term=Webb%20T%5BAuthor%5D&cauthor=true&cauthor_uid=11732491
https://www.ncbi.nlm.nih.gov/pubmed/?term=Butler%20J%5BAuthor%5D&cauthor=true&cauthor_uid=11732491
https://www.ncbi.nlm.nih.gov/pubmed/?term=Clarke%20D%5BAuthor%5D&cauthor=true&cauthor_uid=11732491
https://www.ncbi.nlm.nih.gov/pubmed/?term=Boer%20H%5BAuthor%5D&cauthor=true&cauthor_uid=11732491
https://www.ncbi.nlm.nih.gov/pubmed/11732491
https://www.ncbi.nlm.nih.gov/pubmed/?term=Stevenson%20DA%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=Anaya%20TM%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=Clayton-Smith%20J%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hall%20BD%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=Van%20Allen%20MI%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=Zori%20RT%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=Zackai%20EH%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=Frank%20G%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=Frank%20G%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=Clericuzio%20CL%5BAuthor%5D&cauthor=true&cauthor_uid=14699614
https://www.ncbi.nlm.nih.gov/pubmed/?term=14699614%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Schrander-Stumpel%20CT%5BAuthor%5D&cauthor=true&cauthor_uid=14735579
https://www.ncbi.nlm.nih.gov/pubmed/?term=Curfs%20LM%5BAuthor%5D&cauthor=true&cauthor_uid=14735579
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sastrowijoto%20P%5BAuthor%5D&cauthor=true&cauthor_uid=14735579
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cassidy%20SB%5BAuthor%5D&cauthor=true&cauthor_uid=14735579
https://www.ncbi.nlm.nih.gov/pubmed/?term=Schrander%20JJ%5BAuthor%5D&cauthor=true&cauthor_uid=14735579
https://www.ncbi.nlm.nih.gov/pubmed/?term=Fryns%20JP%5BAuthor%5D&cauthor=true&cauthor_uid=14735579
https://www.ncbi.nlm.nih.gov/pubmed/?term=14735579%5Buid%5D

PMID15937939

Nagai T, Obata K, Tonoki H, Temma S, Murakami N, Katada Y, Yoshino A, Sakazume S, Takahashi
E, Sakuta R, Niikawa N.

Cause of sudden, unexpected death of Prader-Willi syndrome patients with or without growth
hormone treatment.

Am J Med Genet A. 2005 Jul 1;136(1):45-48.

PMID16597186
Einfeld SL, Kavanagh SJ, Smith A, Evans EJ, Tonge BJ, Taffe J.
Mortality in Prader-Willi syndrome.

Am J Ment Retard. 2006 May;111(3):193-198.

PMID18070143

Maguire AM, Biesheuvel CJ, Ambler GR, Moore B, McLean M, Cowell CT.

Evaluation of adrenal function using the human corticotrophin-releasing hormone test, low dose
Synacthen test and 9am cortisol level in children and adolescents with central adrenal insufficiency.

Clin Endocrinol (Oxf). 2008 May;68(5):683-691.

PMID18203198

Grugni G, Crind A, Bosio L, Corrias A, Cuttini M, De Toni T, Di Battista E, Franzese A, Gargantini
L, Greggio N, Iughetti L, Livieri C, Naselli A, Pagano C, Pozzan G, Ragusa L, Salvatoni A, Trifiro
G, Beccaria L, Bellizzi M, Bellone J, Brunani A, Cappa M, Caselli G, Cerioni V, Delvecchio
M, Giardino D, Ianni F, Memo L, Pilotta A, Pomara C, Radetti G, Sacco M, Sanzari A, Sartorio
A, Tonini G, Vettor R, Zaglia F, Chiumello G; Genetic Obesity Study Group of Italian Society of
Pediatric Endocrinology and Diabetology (ISPED).

The Italian National Survey for Prader-Willi syndrome: an epidemiologic study.

Am J Med Genet A. 2008 Apr 1;146A(7):861-872.

PMID18303077

de Lind van Wijngaarden RF, Otten BJ, Festen DA, Joosten KF, de Jong FH, Sweep FC, Hokken-
Koelega AC.

High prevalence of central adrenal insufficiency in patients with Prader-Willi syndrome.

J Clin Endocrinol Metab. 2008 May;93(5):1649-1654.

PMID18324685

Tauber M, Diene G, Molinas C, Hébert M.

Review of 64 cases of death in children with Prader-Willi syndrome (PWS).
Am J Med Genet A. 2008 Apr 1;146A(7):881-887.

PMID19383777

de Lind van Wijngaarden RF, Joosten KF, van den Berg S, Otten BJ, de Jong FH, Sweep CG, de
Weerd AW, Hokken-Koelega AC.

The relationship between central adrenal insufficiency and sleep-related breathing disorders in
children with Prader-Willi syndrome.

J Clin Endocrinol Metab. 2009 Jul;94(7):2387-2393.

PMID20718763
Connell NA, Paterson WF, Wallace AM, Donaldson MD.

96


https://www.ncbi.nlm.nih.gov/pubmed/?term=Nagai%20T%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Obata%20K%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tonoki%20H%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Temma%20S%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Murakami%20N%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Katada%20Y%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Yoshino%20A%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sakazume%20S%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Takahashi%20E%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Takahashi%20E%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sakuta%20R%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Niikawa%20N%5BAuthor%5D&cauthor=true&cauthor_uid=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=15937939
https://www.ncbi.nlm.nih.gov/pubmed/?term=Einfeld%20SL%5BAuthor%5D&cauthor=true&cauthor_uid=16597186
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kavanagh%20SJ%5BAuthor%5D&cauthor=true&cauthor_uid=16597186
https://www.ncbi.nlm.nih.gov/pubmed/?term=Smith%20A%5BAuthor%5D&cauthor=true&cauthor_uid=16597186
https://www.ncbi.nlm.nih.gov/pubmed/?term=Evans%20EJ%5BAuthor%5D&cauthor=true&cauthor_uid=16597186
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tonge%20BJ%5BAuthor%5D&cauthor=true&cauthor_uid=16597186
https://www.ncbi.nlm.nih.gov/pubmed/?term=Taffe%20J%5BAuthor%5D&cauthor=true&cauthor_uid=16597186
https://www.ncbi.nlm.nih.gov/pubmed/?term=16597186
https://www.ncbi.nlm.nih.gov/pubmed/?term=Maguire%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=18070143
https://www.ncbi.nlm.nih.gov/pubmed/?term=Biesheuvel%20CJ%5BAuthor%5D&cauthor=true&cauthor_uid=18070143
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ambler%20GR%5BAuthor%5D&cauthor=true&cauthor_uid=18070143
https://www.ncbi.nlm.nih.gov/pubmed/?term=Moore%20B%5BAuthor%5D&cauthor=true&cauthor_uid=18070143
https://www.ncbi.nlm.nih.gov/pubmed/?term=McLean%20M%5BAuthor%5D&cauthor=true&cauthor_uid=18070143
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cowell%20CT%5BAuthor%5D&cauthor=true&cauthor_uid=18070143
https://www.ncbi.nlm.nih.gov/pubmed/?term=18070143%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Grugni%20G%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Crin%C3%B2%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bosio%20L%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Corrias%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cuttini%20M%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Toni%20T%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Di%20Battista%20E%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Franzese%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gargantini%20L%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gargantini%20L%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Greggio%20N%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Iughetti%20L%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Livieri%20C%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Naselli%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pagano%20C%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pozzan%20G%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ragusa%20L%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salvatoni%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Trifir%C3%B2%20G%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Trifir%C3%B2%20G%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Beccaria%20L%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bellizzi%20M%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Bellone%20J%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Brunani%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cappa%20M%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Caselli%20G%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cerioni%20V%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Delvecchio%20M%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Delvecchio%20M%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Giardino%20D%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Iann%C3%AC%20F%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Memo%20L%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pilotta%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pomara%20C%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Radetti%20G%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sacco%20M%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sanzari%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sartorio%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sartorio%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Tonini%20G%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Vettor%20R%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Zaglia%20F%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Chiumello%20G%5BAuthor%5D&cauthor=true&cauthor_uid=18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=Genetic%20Obesity%20Study%20Group%20of%20Italian%20Society%20of%20Pediatric%20Endocrinology%20and%20Diabetology%20(ISPED)%5BCorporate%20Author%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Genetic%20Obesity%20Study%20Group%20of%20Italian%20Society%20of%20Pediatric%20Endocrinology%20and%20Diabetology%20(ISPED)%5BCorporate%20Author%5D
https://www.ncbi.nlm.nih.gov/pubmed/18203198
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Lind%20van%20Wijngaarden%20RF%5BAuthor%5D&cauthor=true&cauthor_uid=18303077
https://www.ncbi.nlm.nih.gov/pubmed/?term=Otten%20BJ%5BAuthor%5D&cauthor=true&cauthor_uid=18303077
https://www.ncbi.nlm.nih.gov/pubmed/?term=Festen%20DA%5BAuthor%5D&cauthor=true&cauthor_uid=18303077
https://www.ncbi.nlm.nih.gov/pubmed/?term=Joosten%20KF%5BAuthor%5D&cauthor=true&cauthor_uid=18303077
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Jong%20FH%5BAuthor%5D&cauthor=true&cauthor_uid=18303077
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sweep%20FC%5BAuthor%5D&cauthor=true&cauthor_uid=18303077
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hokken-Koelega%20AC%5BAuthor%5D&cauthor=true&cauthor_uid=18303077
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hokken-Koelega%20AC%5BAuthor%5D&cauthor=true&cauthor_uid=18303077
https://www.ncbi.nlm.nih.gov/pubmed/?term=18303077%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/18324685
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Lind%20van%20Wijngaarden%20RF%5BAuthor%5D&cauthor=true&cauthor_uid=19383777
https://www.ncbi.nlm.nih.gov/pubmed/?term=Joosten%20KF%5BAuthor%5D&cauthor=true&cauthor_uid=19383777
https://www.ncbi.nlm.nih.gov/pubmed/?term=van%20den%20Berg%20S%5BAuthor%5D&cauthor=true&cauthor_uid=19383777
https://www.ncbi.nlm.nih.gov/pubmed/?term=Otten%20BJ%5BAuthor%5D&cauthor=true&cauthor_uid=19383777
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Jong%20FH%5BAuthor%5D&cauthor=true&cauthor_uid=19383777
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sweep%20CG%5BAuthor%5D&cauthor=true&cauthor_uid=19383777
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Weerd%20AW%5BAuthor%5D&cauthor=true&cauthor_uid=19383777
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Weerd%20AW%5BAuthor%5D&cauthor=true&cauthor_uid=19383777
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hokken-Koelega%20AC%5BAuthor%5D&cauthor=true&cauthor_uid=19383777
https://www.ncbi.nlm.nih.gov/pubmed/?term=19383777%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Connell%20NA%5BAuthor%5D&cauthor=true&cauthor_uid=20718763
https://www.ncbi.nlm.nih.gov/pubmed/?term=Paterson%20WF%5BAuthor%5D&cauthor=true&cauthor_uid=20718763
https://www.ncbi.nlm.nih.gov/pubmed/?term=Wallace%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=20718763
https://www.ncbi.nlm.nih.gov/pubmed/?term=Donaldson%20MD%5BAuthor%5D&cauthor=true&cauthor_uid=20718763

Adrenal function and mortality in children and adolescents with Prader-Willi syndrome attending a
single centre from 1991-2009.

Clin Endocrinol (Oxf). 2010 Nov;73(5):686-688.

PMID20810574

Nyunt O, Cotterill AM, Archbold SM, Wu JY, Leong GM, Verge CF, Crock PA, Ambler

GR, Hofman P, Harris M.

Normal cortisol response on low-dose synacthen (1 microg) test in children with Prader Willi
syndrome.

J Clin Endocrinol Metab. 2010 Dec;95(12):E464-467.

PMID20980432

Farholt S, Sode-Carlsen R, Christiansen JS, QOstergaard JR, Hoybye C.

Normal cortisol response to high-dose synacthen and insulin tolerance test in children and adults
with Prader-Willi syndrome.

J Clin Endocrinol Metab. 2011 Jan;96(1):E173-180.

PMID22150958

Corrias A, Grugni G, Crino A, Di Candia S, Chiabotto P, Cogliardi A, Chiumello G, De Medici

C, Spera S, Gargantini L, Tughetti L, Luce A, Mariani B, Ragusa L, Salvatoni A, Andrulli S, Mussa
A, Beccaria L; Study Group for Genetic Obesity of Italian Society of Pediatric Endocrinology and
Diabetology (SIEDP/ISPED).

Assessment of central adrenal insufficiency in children and adolescents with Prader-Willi
syndrome.

Clin Endocrinol (Oxf). 2012 Jun;76(6):843-850.

PMID22844316

Jin DK.

Endocrine problems in children with Prader-Willi syndrome: special review on associated genetic
aspects and early growth hormone treatment.

Korean J Pediatr. 2012 Jul;55(7):224-231.

PMID23024738
Barbara DW, Hannon JD, Hartman WR.
Intraoperative adrenal insufficiency in a patient with prader-willi syndrome.

J Clin Med Res. 2012 Oct;4(5):346-348.

PMID23311724

Grugni G, Beccaria L, Corrias A, Crind A, Cappa M, De Medici C, Di Candia S, Gargantini

L, Ragusa L, Salvatoni A, Sartorio A, Spera S, Andrulli S, Chiumello G, Mussa A; Genetic Obesity
Study Group of the Italian Society of Pediatric Endocrinology and Diabetology (ISPED).

Central adrenal insufficiency in young adults with Prader-Willi syndrome.

Clin Endocrinol (Oxf). 2013 Sep;79(3):371-378.

PMID23962041
Emerick JE, Vogt KS.
Endocrine manifestations and management of Prader-Willi syndrome.

Int J Pediatr Endocrinol. 2013 Aug 21;2013(1):14.
doi: 10.1186/1687-9856-2013-14.

PMID24458695

97


https://www.ncbi.nlm.nih.gov/pubmed/?term=20718763%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Nyunt%20O%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cotterill%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Archbold%20SM%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Wu%20JY%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Leong%20GM%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Verge%20CF%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Crock%20PA%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ambler%20GR%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ambler%20GR%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hofman%20P%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=Harris%20M%5BAuthor%5D&cauthor=true&cauthor_uid=20810574
https://www.ncbi.nlm.nih.gov/pubmed/?term=20810574%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Farholt%20S%5BAuthor%5D&cauthor=true&cauthor_uid=20980432
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sode-Carlsen%20R%5BAuthor%5D&cauthor=true&cauthor_uid=20980432
https://www.ncbi.nlm.nih.gov/pubmed/?term=Christiansen%20JS%5BAuthor%5D&cauthor=true&cauthor_uid=20980432
https://www.ncbi.nlm.nih.gov/pubmed/?term=%C3%98stergaard%20JR%5BAuthor%5D&cauthor=true&cauthor_uid=20980432
https://www.ncbi.nlm.nih.gov/pubmed/?term=H%C3%B8ybye%20C%5BAuthor%5D&cauthor=true&cauthor_uid=20980432
https://www.ncbi.nlm.nih.gov/pubmed/?term=20980432%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=20980432%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Corrias%20A%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Grugni%20G%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Crin%C3%B2%20A%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Di%20Candia%20S%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Chiabotto%20P%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cogliardi%20A%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Chiumello%20G%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Medici%20C%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Medici%20C%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Spera%20S%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gargantini%20L%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Iughetti%20L%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Luce%20A%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mariani%20B%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ragusa%20L%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salvatoni%20A%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Andrulli%20S%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mussa%20A%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mussa%20A%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Beccaria%20L%5BAuthor%5D&cauthor=true&cauthor_uid=22150958
https://www.ncbi.nlm.nih.gov/pubmed/?term=Study%20Group%20for%20Genetic%20Obesity%20of%20Italian%20Society%20of%20Pediatric%20Endocrinology%20and%20Diabetology%20(SIEDP%2FISPED)%5BCorporate%20Author%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Study%20Group%20for%20Genetic%20Obesity%20of%20Italian%20Society%20of%20Pediatric%20Endocrinology%20and%20Diabetology%20(SIEDP%2FISPED)%5BCorporate%20Author%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=22150958%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Jin%20DK%5BAuthor%5D&cauthor=true&cauthor_uid=22844316
https://www.ncbi.nlm.nih.gov/pubmed/?term=22844316
https://www.ncbi.nlm.nih.gov/pubmed/?term=Barbara%20DW%5BAuthor%5D&cauthor=true&cauthor_uid=23024738
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hannon%20JD%5BAuthor%5D&cauthor=true&cauthor_uid=23024738
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hartman%20WR%5BAuthor%5D&cauthor=true&cauthor_uid=23024738
https://www.ncbi.nlm.nih.gov/pubmed/?term=23024738%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Grugni%20G%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Beccaria%20L%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Corrias%20A%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Crin%C3%B2%20A%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cappa%20M%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Medici%20C%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Di%20Candia%20S%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gargantini%20L%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gargantini%20L%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ragusa%20L%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Salvatoni%20A%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sartorio%20A%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Spera%20S%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Andrulli%20S%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Chiumello%20G%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mussa%20A%5BAuthor%5D&cauthor=true&cauthor_uid=23311724
https://www.ncbi.nlm.nih.gov/pubmed/?term=Genetic%20Obesity%20Study%20Group%20of%20the%20Italian%20Society%20of%20Pediatric%20Endocrinology%20and%20Diabetology%20(ISPED)%5BCorporate%20Author%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Genetic%20Obesity%20Study%20Group%20of%20the%20Italian%20Society%20of%20Pediatric%20Endocrinology%20and%20Diabetology%20(ISPED)%5BCorporate%20Author%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=23311724%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Emerick%20JE%5BAuthor%5D&cauthor=true&cauthor_uid=23962041
https://www.ncbi.nlm.nih.gov/pubmed/?term=Vogt%20KS%5BAuthor%5D&cauthor=true&cauthor_uid=23962041
https://www.ncbi.nlm.nih.gov/pubmed/?term=23962041

Harrington RA, Weinstein DA, Miller JL.
Hypoglycemia in Prader-Willi syndrome.

Am J Med Genet A. 2014 May;164A(5):1127-1129.

PMID26062517
Angulo MA, Butler MG, Cataletto ME.
Prader-Willi syndrome: a review of clinical, genetic, and endocrine findings.

J Endocrinol Invest. 2015 Dec;38(12):1249-1263.

PMID26329144

Beauloye V, Dhondt K, Buysse W, Nyakasane A, Zech F, De Schepper J, Van Aken S, De Waele
K, Craen M, Gies I, Francois I, Beckers D, Desloovere A, Francois G, Cools M.

Evaluation of the hypothalamic-pituitary-adrenal axis and its relationship with central respiratory
dysfunction in children with Prader-Willi syndrome.

Orphanet J Rare Dis. 2015 Sep 2;10:106. doi: 10.1186/s13023-015-0312-z.

PMID26888082
Landau D, Hirsch HJ, Gross-Tsur V.
Case report: severe asymptomatic hyponatremia in Prader-Willi Syndrome.

BMC Pediatr. 2016 Feb 18;16:28. doi: 10.1186/512887-016-0563-4.

PMID27426895

Irizarry KA, Miller M, Freemark M, Haqq AM.

Prader Willi Syndrome: Genetics, Metabolomics, Hormonal Function, and New Approaches to
Therapy.

Adv Pediatr. 2016 Aug;63(1):47-77.

PMID28638668

Wasserman M, Mulvihill EM, Ganan-Soto A, Uysal S, Quintos JB.

Severe Short Stature in an Adolescent Male with Prader-Willi Syndrome and Congenital Adrenal
Hyperplasia: A Therapeutic Conundrum.

Case Rep Endocrinol. 2017;2017:4271978. doi: 10.1155/2017/4271978.

PMID28933385
Edgar OS, Lucas-Herald AK, Shaikh MG.
Pituitary-Adrenal Axis in Prader Willi Syndrome.

Diseases. 2016 Jan 19;4(1). pii: E5. doi: 10.3390/diseases4010005.

PMID29184809
Heksch R, Kamboj M, Anglin K, Obrynba K.
Review of Prader-Willi syndrome: the endocrine approach.

Transl Pediatr. 2017 Oct;6(4):274-285.

PMID29696788
Oto Y, Matsubara K, Ayabe T, Shiraishi M, Murakami N, Ihara H, Matsubara T, Nagai T.
Delayed peak response of cortisol to insulin tolerance test in patients with Prader-Willi syndrome.

Am J Med Genet A. 2018 Jun;176(6):1369-1374.

PMID29959886
Obrynba KS, Hoffman RP, Repaske DR, Anglin K, Kamboj MK.

98


https://www.ncbi.nlm.nih.gov/pubmed/?term=Harrington%20RA%5BAuthor%5D&cauthor=true&cauthor_uid=24458695
https://www.ncbi.nlm.nih.gov/pubmed/?term=Weinstein%20DA%5BAuthor%5D&cauthor=true&cauthor_uid=24458695
https://www.ncbi.nlm.nih.gov/pubmed/?term=Miller%20JL%5BAuthor%5D&cauthor=true&cauthor_uid=24458695
https://www.ncbi.nlm.nih.gov/pubmed/?term=24458695%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Angulo%20MA%5BAuthor%5D&cauthor=true&cauthor_uid=26062517
https://www.ncbi.nlm.nih.gov/pubmed/?term=Butler%20MG%5BAuthor%5D&cauthor=true&cauthor_uid=26062517
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cataletto%20ME%5BAuthor%5D&cauthor=true&cauthor_uid=26062517
https://www.ncbi.nlm.nih.gov/pubmed/?term=26062517
https://www.ncbi.nlm.nih.gov/pubmed/?term=Beauloye%20V%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Dhondt%20K%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Buysse%20W%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Nyakasane%20A%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Zech%20F%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Schepper%20J%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Van%20Aken%20S%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Waele%20K%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Waele%20K%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Craen%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gies%20I%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Francois%20I%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Beckers%20D%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Desloovere%20A%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Francois%20G%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cools%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26329144
https://www.ncbi.nlm.nih.gov/pubmed/?term=Beauloye+V+Dhondt+K+and+Prader+Willi
https://www.ncbi.nlm.nih.gov/pubmed/?term=Landau%20D%5BAuthor%5D&cauthor=true&cauthor_uid=26888082
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hirsch%20HJ%5BAuthor%5D&cauthor=true&cauthor_uid=26888082
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gross-Tsur%20V%5BAuthor%5D&cauthor=true&cauthor_uid=26888082
https://www.ncbi.nlm.nih.gov/pubmed/?term=26888082%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Irizarry%20KA%5BAuthor%5D&cauthor=true&cauthor_uid=27426895
https://www.ncbi.nlm.nih.gov/pubmed/?term=Miller%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27426895
https://www.ncbi.nlm.nih.gov/pubmed/?term=Freemark%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27426895
https://www.ncbi.nlm.nih.gov/pubmed/?term=Haqq%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=27426895
https://www.ncbi.nlm.nih.gov/pubmed/?term=27426895%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Wasserman%20M%5BAuthor%5D&cauthor=true&cauthor_uid=28638668
https://www.ncbi.nlm.nih.gov/pubmed/?term=Mulvihill%20EM%5BAuthor%5D&cauthor=true&cauthor_uid=28638668
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ganan-Soto%20A%5BAuthor%5D&cauthor=true&cauthor_uid=28638668
https://www.ncbi.nlm.nih.gov/pubmed/?term=Uysal%20S%5BAuthor%5D&cauthor=true&cauthor_uid=28638668
https://www.ncbi.nlm.nih.gov/pubmed/?term=Quintos%20JB%5BAuthor%5D&cauthor=true&cauthor_uid=28638668
https://www.ncbi.nlm.nih.gov/pubmed/?term=28638668%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Edgar%20OS%5BAuthor%5D&cauthor=true&cauthor_uid=28933385
https://www.ncbi.nlm.nih.gov/pubmed/?term=Lucas-Herald%20AK%5BAuthor%5D&cauthor=true&cauthor_uid=28933385
https://www.ncbi.nlm.nih.gov/pubmed/?term=Shaikh%20MG%5BAuthor%5D&cauthor=true&cauthor_uid=28933385
https://www.ncbi.nlm.nih.gov/pubmed/?term=28933385%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Heksch%20R%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kamboj%20M%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=Anglin%20K%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=Obrynba%20K%5BAuthor%5D&cauthor=true&cauthor_uid=29184809
https://www.ncbi.nlm.nih.gov/pubmed/?term=29184809%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Oto%20Y%5BAuthor%5D&cauthor=true&cauthor_uid=29696788
https://www.ncbi.nlm.nih.gov/pubmed/?term=Matsubara%20K%5BAuthor%5D&cauthor=true&cauthor_uid=29696788
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ayabe%20T%5BAuthor%5D&cauthor=true&cauthor_uid=29696788
https://www.ncbi.nlm.nih.gov/pubmed/?term=Shiraishi%20M%5BAuthor%5D&cauthor=true&cauthor_uid=29696788
https://www.ncbi.nlm.nih.gov/pubmed/?term=Murakami%20N%5BAuthor%5D&cauthor=true&cauthor_uid=29696788
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ihara%20H%5BAuthor%5D&cauthor=true&cauthor_uid=29696788
https://www.ncbi.nlm.nih.gov/pubmed/?term=Matsubara%20T%5BAuthor%5D&cauthor=true&cauthor_uid=29696788
https://www.ncbi.nlm.nih.gov/pubmed/?term=Nagai%20T%5BAuthor%5D&cauthor=true&cauthor_uid=29696788
https://www.ncbi.nlm.nih.gov/pubmed/?term=29696788%5Buid%5D
https://www.ncbi.nlm.nih.gov/pubmed/?term=Obrynba%20KS%5BAuthor%5D&cauthor=true&cauthor_uid=29959886
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hoffman%20RP%5BAuthor%5D&cauthor=true&cauthor_uid=29959886
https://www.ncbi.nlm.nih.gov/pubmed/?term=Repaske%20DR%5BAuthor%5D&cauthor=true&cauthor_uid=29959886
https://www.ncbi.nlm.nih.gov/pubmed/?term=Anglin%20K%5BAuthor%5D&cauthor=true&cauthor_uid=29959886
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kamboj%20MK%5BAuthor%5D&cauthor=true&cauthor_uid=29959886

No central adrenal insufficiency found in patients with Prader-Willi syndrome with an overnight
metyrapone test.

J Pediatr Endocrinol Metab. 2018 Jul 26;31(7):809-814.

<PWSIZHT 2 BB HREIRE >

7% (5630 A3 HEREH (5 EloEL 5 BEr2EE (%) B
de Lind van Wiingaarden RF et al 25 9.7 overnight metyrapone 60(15/23) BRERIOERPFT, BT EORAETENILD
PMID18303077 (37-138)
Connell NA et al 25 72 insulin (15) 4(1/25)
PMID207 16763 (043-163) high-dose AGTH (250 1 g)(8)

low-dese ACTH (1 1 g)(4)

Nyunt O et al 41 7681623 low-dose ACTH (1 1g) 0
PMID20810574
Farholt S et al 57 22 high-dose ACTH (250 wg) 0
PMID20980432 (058-48)
8 28 insulin 0
(16-38)
Corrias A et al. 84 71 low-dose ACTH (1 2g) 143012/84)
PMID22150858 (08-178) high-dose ACTH (250 w.g) 45(4/84)
Grugni G etal 53 278 low-dose ACTH (1 g} 15.1 (8/53)
PMID23311724 7 (18-452) high-dose ACTH (250 ig) 75(4/93)
Beauloye V et al 20 56 insulin(7) 5(1/20) 1BEIWEDREEFIC
PMID26329144 (08-147) glucagon (14}
Oto Y etal 36 20 insulin 0 G4 BETHE — 20BN
PMID2OESETES (06-12)
Obrynba KS et al 21 139 overnight metyrapone 0 6/21126%) Clow-dose AGTH (1 wg) (LT HFO BIEFE
PMID29959886 (4-53) low-dose ACTH (1 zg) low-dose ACTH (1 it g) testld B 1o ¥ T TRENDIH 2
4= N :{ s
TEER

TET ALV OEWEELITIEE A LR FUmIN VRV IRUHTE 9, K&
TuZ s R LTOHA T4 & LTI oA RER IR E A LR E NS T L
2025 Ty, 774 = U U—ERBICRELTLEXE, <7 VL—=FCl:{7T52Lt%
EELTH RO, HoRBHRRILA 20> O LU L EED LNET, ZOFEE T
FRREBRIC L > THRZR UTEERICET 204 R T4 ) I3ERNEEZ & BuvE,
—HTC T T H =T ¢ U—IEBRFICIREE 7 RIS Intellectual disabilities —#x(ZB8 L Tl
TTICTFRDEIBRTA FTAUNRHY £7,

[l b —ix]

NICE guideline [NG54] Published date September 2016. Mental health problems in people with learning
disabilities. prevention, assessment and management

NICE guideline [NG11]Challenging behaviour and learning disabilities. prevention and interventions for
people with learning disabilities whose behaviour challenges, 2015.

Quality standard [QS101] Learning disabilities. challenging behaviour, 2015.

NICE guideline [NG54] Mental health problems in people with learning disabilities: prevention,
assessment and management 2016

Key therapeutic topic [KTT19] Psychotropic medicines in people with learning disabilities whose
behaviour challenges 2018

ITEMIEIR
(ATEIFEE LS U CrprRss (Ui, fio 38, [oZER) IR S5 )]

Database: PubMed
<A >
Prader-Willi syndrome AND behavior AND antipsychotics
OR
Prader-Willi syndrome AND behavior AND antidepressants
OR
Prader-Willi syndrome AND behavior AND mood stabilizers

99


https://www.ncbi.nlm.nih.gov/pubmed/?term=29959886%5Buid%5D

<HRFRHIHE >

2000-2018

<HRFEGE R >

20AKD 5B, LITFD 5 Az,

1. Prader-Willi Syndrome, Management of Impulsivity, and Hyperphagia in an Adolescent. Puri MR,
Sahl R, Ogden S, Malik S.J Child Adolesc Psychopharmacol. 2016 May;26(4):403-4. doi:
10.1089/cap.2015.0240. Epub 2016 Mar 30. Review. PMID: 27028699

2. Psychiatric disorders in children with Prader-Willi syndrome-Results of a 2-year longitudinal study.
Lo ST, Collin PJ, Hokken-Koelega AC. Am J Med Genet A. 2015 May;167A(5):983-91. doi:
10.1002/ajmg.a.36998. Epub 2015 Feb 25. PMID: 25712902

3. Psychosis associated with fluoxetine in Prader-Willi syndrome.Hergiiner S, Mukaddes NM. J Am
Acad Child Adolesc Psychiatry. 2007 Aug;46(8):944-5. No abstract available. PMID: 17667473

4.  Aggravation of food-related behavior in an adolescent with Prader-Willi syndrome treated with
fluvoxamine and fluoxetine. Kohn Y, Weizman A, Apter A.Int J Eat Disord. 2001 Jul;30(1):113-7.
PMID: 11439417

5. Risperidone in treating behavioural disturbances of Prader-Willi syndrome. Durst R, Rubin-
Jabotinsky K, Raskin S, Katz G, Zislin J. Acta Psychiatr Scand. 2000 Dec;102(6):461-5.PMID:
11142437

Ui - REBERTENCK LTk (JURMRE, #i5 o, [ORER) 3HERESh
%0]
Database: PubMed
IR
Prader-Willi syndrome AND compulsive AND antipsychotics
OR
Prader-Willi syndrome AND compulsive AND antidepressants
OR
Prader-Willi syndrome AND compulsive AND mood stabilizers
<FRER I >
2000-2018
<HREFRAE AR >
6 KDSH, LITF2A

1. Psychiatric disorders in children with Prader-Willi syndrome-Results of a 2-year longitudinal study.
Lo ST, Collin PJ, Hokken-Koelega AC. Am J Med Genet A. 2015 May;167A(5):983-91. doi:
10.1002/ajmg.a.36998. Epub 2015 Feb 25. PMID: 25712902

2. Psychiatric disorders in Prader-Willi syndrome: epidemiology and management. Dykens E, Shah
B.CNS Drugs. 2003;17(3):167-78. Review. PMID: 12617696

[BBREE I L TR GUEHRE. §15 2%, [oLER FHRIh 5]
Database: PubMed
<>
Prader-Willi syndrome AND affective AND antipsychotics
OR
Prader-Willi syndrome AND affective AND antidepressants
OR
Prader-Willi syndrome AND affective AND mood stabilizers
<HRFRIIHE >
2000-2018
<HREFRAE R >
1A
1. Psychiatric disorders in Prader-Willi syndrome: epidemiology and management. Dykens E1,
Shah B.CNS Drugs. 2003;17(3):167-78.

CRERIER S O L CrakEmR (PURRE, §10 o, [arER) 13RI 5]
100



Database: PubMed

KRR >

Prader-Willi syndrome AND psychotic AND antipsychotics
OR

Prader-Willi syndrome AND psychotic AND antidepressants
OR

Prader-Willi syndrome AND psychotic AND mood stabilizers
<HRFR I >

2000-2018

<HRFRAE R >

4ARDSHIAR

1. Psychotropic treatments in Prader-Willi syndrome: a critical review of published
literature.Bonnot O, Cohen D, Thuilleaux D, Consoli A, Cabal S, Tauber M.Eur J Pediatr. 2016
Jan;175(1):9-18. doi: 10.1007/s00431-015-2670-x. Epub 2015 Nov 19. Review.PMID:
26584571

2. Psychiatric disorders in children with Prader-Willi syndrome-Results of a 2-year longitudinal
study. Lo ST, Collin PJ, Hokken-Koelega AC. Am J Med Genet A. 2015 May;167A(5):983-91.
doi: 10.1002/ajmg.a.36998. Epub 2015 Feb 25. PMID: 25712902

3. Psychiatric disorders in Prader-Willi syndrome: epidemiology and management. Dykens E,
Shah B. CNS Drugs. 2003;17(3):167-78. Review. PMID: 12617696

[(REY Y% ZIox LTREHE (GUBHRE, 115 o, [oRER) 3HEREh 5]

Database: PubMed
KRR >
Prader-Willi syndrome AND self-harm AND antipsychotics
OR
Prader-Willi syndrome AND self-harm AND antidepressants
OR
Prader-Willi syndrome AND self-harm AND mood stabilizers
OR
Prader-Willi syndrome AND skin picking AND antipsychotics
OR
Prader-Willi syndrome AND skin picking AND antidepressants
OR
Prader-Willi syndrome AND skin picking AND mood stabilizers
<HREEIHIHE >
2000-2018
IR R >

3ARDH 2K

1. Psychotropic treatments in Prader-Willi syndrome: a critical review of published literature. Bonnot
O, Cohen D, Thuilleaux D, Consoli A, Cabal S, Tauber M. Eur J Pediatr. 2016 Jan;175(1):9-18. doi:
10.1007/s00431-015-2670-x. Epub 2015 Nov 19. Review. PMID: 26584571

2. Psychiatric disorders in Prader-Willi syndrome: epidemiology and management. Dykens E, Shah B
CNS Drugs. 2003;17(3):167-78. Review.PMID: 12617696

ckSoovay
PWSD FT oI a i &NAHREN?
ENDHEXITIE. RAZERO EDOSEFIZNDOE I N D RX )N

(FL0)

R APWSTIEZ < OJEFITGH, PEIRRZ S Te N WEHE, JERIC B L 72 BE R IR 7 & OT5#%
DEENATOILTNWRNZ EBZV, ZOJRKITEERITH 205, PR O, %R
PECTd 2 FEHIEIR - ITEVRE & | FROZBMOREE S, MAZERHIB W THEMTIIRWER
BRI > TH 72 kA 7o E OB TR s i F AN 2 E RN RE RERITA

101



S TW5D,

SCHRAIC 72 & X2, PWSO R TPy g 2N, HI e, il Z L IR BT 5
B0 A, R KRERZNH Y, BARENICBWTHEETH D, T vva it LT
FLNVOENWTET CARERESNTND LITEWVEE, @S EOT BT U 2250 TEd
KETEETHY, TTITAARENICBIT2BROBBENEETHL EEX LD,

FCAPWSHS RS DRI mziﬁﬁf%%®Awfﬁk%£Ltﬁ (B8 S RAS T}
WWEATOTZDICHL h TP a v BRBETH LD, ZOBIITEE B S OFEEI T 5 Hfif &
B, MBS U CHFEOKENRMLEL o TL 5, $-—HIBENRBEINTHLRES, &
BRI D ST O R EEME i%%&@nxﬁ?%T/xﬁTﬁk%&&%kﬁé

NF U a s DRBEITIE, %M%M®Aﬁf Cl=ERToO7 +ra—nn B8l s

WP BE A OHEN E 722 6 O OEAIZIE, NOWMSEEIN ER L 722 0@ Th 5
—ﬁfxﬁ%% i%ﬁ%ﬁ%®%m\§%®%z\ﬁ%%%mﬁk LXoTERIZZEDD
IRNFHR I RHE R M TH 5,

o WL VUVIIRENTH 505, RERMHR NS B~ OERHI L) 2
TR HAE 0D WAL | iofﬂ%%ﬁio*ﬁﬁ IR B W TRIT ANLATRROSGE S
DO, FEWPRIEMRE D LENE, AR ORI 2K o TIIREREE L H Y 5 5,

o ARYIFTRIH S TWDHEEIZSIEMEZTCWIEETY, Mo Uia il iRrg
WX B2 0 Dh?
NZ Ty a COIERIRE Z T ICHIRUSIEGEI R 2R D H 0 9 D0, BARA OAOHEN T
1E9 D EFZIE, &Aﬂm®%7///a/%éwim&<k%ﬁ 2B TH D,

o HARMEDAHMENPWSD Z & A/ NEIRHEME & [FSEICEET 20138 L\ X 51
BH, AT T b OEERHIEIC G BFICH A TIE?
BUR T, BB OB HMENRPWSD Z & 2/ N R b RS CE RS 2 038 Lo o3
ETHD, ZHIRAROH Y FIZH b TRV, BESCHEN, HEmPih L v /NERE &
%D L ZRDDZOIFTH LN L IFHMETHILERH 5,

o  PWSIZHFMED I 5 EFHEEAN DN E K U T2, BRAICR D BB A~IGR L2 8 2
ADHNIPWSOARE M 53, sERREICHT L TR 2R R S e,

AR T T aEL SV BRICB T 2 EERRETH D, RoNTERE
BUZBITAERO N7 00 a VOIED FITOWTOEARRENRLIELEZ HND,

EEB TN
Impact of transitional care on endocrine and anthropometric parameters in Prader-Willi syndrome.
Endocr Connect. 2018 7(5):663-672. doi: 10.1530/EC-18-0089.

Bridging the gap: metabolic and endocrine care of patients during transition.
Endocr Connect. 2016 5(6):R44-R54.

Review of growth hormone therapy in adolescents and young adults with Prader-Willi syndrome.
Expert Rev Endocrinol Metab. 2015 10(2):259-267. doi: 10.1586/17446651.2015.1007126.

Recommendations for the diagnosis and management of Prader-Willi syndrome.
J Clin Endocrinol Metab. 2008 93(11):4183-97. doi: 10.1210/jc.2008-0649.

102


https://www.ncbi.nlm.nih.gov/pubmed/29666169
https://www.ncbi.nlm.nih.gov/pubmed/27803155
https://www.ncbi.nlm.nih.gov/pubmed/30293507
https://www.ncbi.nlm.nih.gov/pubmed/18697869

EH3 L GH:TETURLARL
[GH 769 D IRFH R~ DZh S & 5T U 72 IR 2 HElaBR 10 30 0 2]

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 (3CHk ) TV
F A L_L 1b

29 4 ® PWS BHFH(3-12 m)lIxt L TIT O I AR A Ehlse BGRER T. 12 72 & GH 1EHE MK

AR RN X — I 5 2 DB EMF L T 5, MGOREITBEFIIC PWS L2l s

ATIERIC, BRI L2 FEHEITER T TVvRvy, GH OF: 5213 GH 0.1 1U/kg/day (0.245 mg/kg/week)

Thb, 120HD GH ‘Zﬁf&ﬂi‘]ﬁfﬁﬁﬁﬁuﬁﬁ ARG R 2D S, BRIBIAE 2 5900

EH7en, 3y b — AR TIHEHERICE LA RO e 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
ks =—ETUAL~UL1b

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 (SCHER®) =BT AL~ 1b

54 4, D PWS /N HBE (4 9.9 )2t LTﬁbh?:?ﬂf1’ﬁf%{ttt$iﬂﬁﬁiiﬁ%’ﬁf R DIRIE]

{BFHIC PWS &2 SHTERI T, HRICEDEHEITRIT TRV, 202 DO (jcr'ﬁk 5

BLO6) IEFLREHETITONTEY, AiFET 12 75>H DI R . %HEF 1L 24 ) H OB

ShRZ M HE LT D, GH OF 58T Img/m¥H (BX% 0245mg/kg/ill) THDH, 12 i

HEBXT24 22 O GH inIRIE, ARICHIENIR AR S8, BRIBVIIAE 2N S, ZFkr

I*}Vﬂ?*‘{ﬁ%%&j\ e SN N ‘—‘/Vﬁi ¢ GH ﬁ?%%wu O 710

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. (XC#k7) =7 ALl 1b

12 40 PWS /NEEHE (4.943.0 5%) TITONZZHEM T v ¥ MUK IR T, GH 155

DAL, FFREERE, BEIRDE 72 EIC5 2 5082 Gt Lz, MROBREITRIZFHIIC PWS &

W SNTIEFIT, RIC L D FENEITE ffw‘ocu\ GH O 581X 0.043 mg/kg/H TH 5, GH

TBPRIE, SR Z daE ST, H;EHE@E%DD?%H%% ®F LTI, GH RN SET 2 ATREMED &

D LRI ENT,

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#k 8) =BT U A L~UL 1b

29 40 PWS SLshIE (4-37 70 A) TiTbiiz 12 22 H MO GH IR O RKLAL, EE i~ F a4

*ﬁﬁbf’ﬁfﬁﬁﬂ‘ht@iﬁﬁﬁuﬁﬁf KR OBE TR FEWIIT PWS &2 SN TiERI T, HEIC

KD FAETRIT T ey, GH OG- &L Img/m¥ H (35 L% 0.245mg/kg/week I[Z/HY) THo

72. GH ]"“‘7? T, KRR EZ GBI S H, ﬁ%ﬂaﬂﬁ%ﬁ%ﬁi‘ NS W7o, % 18 AU

AT GH B9 2 BRAs L7-BE Tl IEENEEN TUEEL TV,

6. Whitman B, et al. : Growth hormone |mproves body composition and motor development in
infants with Prader-willi syndrome after six months. J Pediatr Endocrinol Metab 17 : 591-
600,2004 (CHR?) BTV AL~ 1b

25 40 PWS AR CE¥HER 15.5 2 H) *F LT Tz BEEA L R ER T, 6 72H D

GH ‘Wsaféﬁi‘ﬁi%ﬂﬁmszzé%ﬁfiﬁ%ﬁm‘bﬂ\ o MROBEILBEFIIC PWS & B S L7 E

BT, HRICELDHEMETH T T, GH OFEHEIT Img/m¥ B (38 L% 0.245mg/kg/week |2

%) Thotz, 6 0 A 0)‘]@‘15%?6:& DA BT OUE 2RO T,

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. (X#R 1) =T EF XLV 1b

103


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
https://www.ncbi.nlm.nih.gov/pubmed/18363884
https://www.ncbi.nlm.nih.gov/pubmed/18363884

PWS /NEIZEIT 5 GH IBIR DIRHLALIC 5;‘15%72.%@%&Lmﬁf’ﬁﬁa{tt@iﬂﬂ’n’uft%ﬁf PSES

DEEFE| iL{E%E’J PWS & ZWr ST ERI T, B RIC X DRI Ty, 91 4 DRk
FH PWS /NERKRISRT @240 E 49 £ 0/ 7)), SR iGH/Afﬁi (Img/m¥ H) &Ik

RREEIC T, VAR BIX2E GHIRE A Lo, /NRET, GH IR (Img/m¥/H) &
FETRFERE 0T 2 FEBIER LT,

GH 1BH AR Z 38 (L4ERIO GH 159%) &/ (2 D GHIRE) & bIZIEF L Lz, &
NENGRIL GH IRIREE/NE CeE L7223, BRIITIEFEL L o7, BRIEIGIAEIX GH RIEIC
LV HEEICEM LT,

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.(3CHR ') =BT AL L 1b

85 4D PWS /MRS (4.943.0 F) Tz ZEERT v ¥ MUEGKRHEGER C, GH If#

DIFE 7 v 7 7 A v RHEEK ﬁié%ﬁiﬁ%iﬁﬁbto KR OBEEITREFHIC PWS L2l S

MTZIER T H R X 2 BRI TV 7220, GH OB 51T Img/m?/ H (8 L% 0.245mg/kg/week)

ThoTe, HIEN=IT)! E'hffbﬁﬁ EHURNETHEIML TR Y . BIEEH/NED 95%LL LT

+2SD BT\, Fio, IRERBREEIISIED 58%, AiEEH/NELD 713% Tibiz, £ L

T, 24RO GH IRITRIENI R AR T S8, TRERERT bl LT,

9. Reus L et al. Growth Hormone Therapy, Muscle Thickness, and Motor Development in Prader-
Willi Syndrome: An RCT. Pediatrics, 2014;134:e1619-e1627CCCHR 2) BT ALl 1b
2240 PWS FLEIE (129 + 7.1 70 ) TITbiiz GH O, EEIFE~DOREZ R Lz
ﬁfﬁ%ﬂ:ﬂ:ﬁ,ﬁiiﬁ@ R T, MG OBEILEEBETFHIC PWS &I SHLIERIT, R K 2
T“Cb\i.cb\ GH O# 5813 Imgm¥H (B X% 0245mg/kg/week) T 7=, FHRDEL
BT M LR 0 E 24 E CHIE L, IEE)FE L, Gross Motor Function Measurement
(#ﬂk@%ﬁ ENRE) ZHWCEHE L7z, 6 2°H O GH 16 (N=10) 13#HA DR 4% JETHHRE
(N=12) ([ZHA_NTHEICHEMSE, ZUTE> T ) d K ONEBIRE A BIC U LT,

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.(CCHER 13)
TETF VALV 1b

SERIFERATO/NE PWS A 47 40 % RBUTAT » T BB L o B T, GH /“fé@ﬁ%ﬂ

FRICH- 2 2582 it LTV 5, R OBEITBR PRI PWS &2 SHL7ER T RIS

BHIMEFE T WYy, (GH O# 58T Img/m¥ H (B X% 0.245mg/kg/week (ZHHY) “CZ?)/)

7o GH {BIRIZ LV iGN B DD 36 L OBRIBNIAE OB 25880 7o, = /L F —HB L LR

TRV BT GH IR IR & BRI CHEZE RO RN -T2,

LT EREUSN D ERER XD EN Z MY D
(R GHIBEBIEE v 7 7 A W ~E 2 DB 2RE LI DER]

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 (3ZHR 1) =BT ALl 2a

48 4D PWS 84 (6-97%) TITOAVIZA S BIEHIFET, 6 FFHD GH IBRDOZ R % GH ﬂ%ﬂ*

WDOBET — 5 L LT\ D, XIROBE TR FIC PWS &2 SR T, FRIC

B RHETE T TV Yy, GH OFH-FIE Img/m¥ H (3 X% 0.245mg/kg/week) TH -7, 6£|5F"ﬁ

D GH {BIRETIE, WIBEREICH N DL 2= L AT o0 — A RAEICK<, HDL 2L 2T m—/L

DARICENZ E2ME L TWD, ZEERMIEE, >R Y AMEICIIAEEEITRD R o7,

[GH IBROLZ2MIZE L THRE LI DER]

1. de Lind van Wijngaarden REF, et al. Efficacy and safety of long-term continuous growth hormone

104



treatment in children with Prader-Willi syndrome. J Clin Endocrinol Metab. 2009
Nov;94(11):4205-15. (TR ) =ETURL~L4
554,00 PWS % (5.9£32 %) & XRITATDOIL 4 FEM D GHIGROBR, BEM 2 LTz
ﬂﬁﬁmm,\l—lﬁuﬁfﬁéﬁﬁm PRAFFERR S, XFR O E TSI PWS L2l SN TERI T, R
X o EEMEIT #m%m\GHmﬁﬁiim@wm(k;%ommg@mwdf&otoﬁﬁ
> GH ‘Ié?‘iéf U BEEE, M HEEL IREREICEERITRED sl E ST
W5,

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. Cmﬁ@ TEF AL 1

91 44 » PWS & (2.1-7.4 %) | tTGH%%k@”r&@%Li%&dttﬁﬁﬁkm@

it HRGRER, XE D E ihfb‘%ﬂ’] PWS LW SNIIERIT, FRICK DFEETHT T2

W, GH O 58T lmg/mz/ H (BX% 0.245mg/kg/week) & 5 L 1.5 mg/m?/ H “C“ZJ?)O 72, GH

B Z T T BE BT DERIEFRIL, 2> hr— L e ED L7z, GH IO A HE,

IGF-1 fE, &R ﬂ&%&f“ SR ORAE, EITICHEN ehoTe, TOREND, GHIBREIX

MAPSRERIE, HEATD Y X7 TIERWZ L GE S 7z,

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 (k') T ET L AL~UL 4

GH TBHC X 2 8 J OB ZE I SRR~ D S8 2 Bt L7 48 0> A I ORER O BLZ I 7E, 75

%@PWS$%%ﬁ%uﬁbﬂﬁoﬂ%@@ﬁikﬁ%m PWS & 2Wr ST ERI T, %E

X B HHETRR T TRV, GH OBH-81X 0.010 7°5 0.030 mgkg/H Th 7=, GH I

Y RDI (D@& FHRED . CAL (PAXPEREIR Ry HERFIRHERE) DI T 2789072, OAHI (PAZE iﬂﬁﬁ

R AR FE450) (2B L Clid, GHIRHRRE CTHEIN L Rk - 77 2 A4 FORKREMBENRH 72,

ARFZEE, A2 Lo BEER T13 720720 GH 1% OAHI & O IEfE7: BEMEII A TH

6ﬁ\GHﬁ%@ﬁ@TRDUW%mLTW&Vt® HERE AR - 77 A ROES 2

FHIAS LB TILH 573, GHIRRIILRIZITA 5 LIRETh D LT onTngd

CEER NI TIT o 7o e D AR 2% L Lo FRBRBR D BV ]

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.CCHR ') —EF X
L)1 1b

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. (CER ) =BT U AL~UL1b

27 2 DFAFRRAN PWS BE TITONI “EER T > & MUK IEGARR T, MROEE T8

FHIZ PWS & 2Mr SIVIIEFI T, FHEMAZTIRITITON TV D DS R X 5 DR E

72, ERR OO SUIF Ukt5 %2 b L IciThit T %, (0.67 mg/m?/day), GH V6% I3AG 1 &

MAEBIHA U, BRIBAESAEICHEN L Tz, GH IBFIC X 2EERIZRD 20 o7,

GHUAEHIZ L v . FEAREN, FEEMRH,. ME2R ST 60 REER 2580780 710

< HAIZBUT % B RAR R >

PWS| k?éGH%%@%ﬁ&:%@ 2B D BRIRAFFE ORI, 532 L Cid PubMed %
HAGE B L CIIEREEZ W TTV, i 70 STk KO0 74 STikz it L7z, €0
Fnah, W1, BARFHE 2 |MEENT D, BMENIUTOLEY THD,

[EEe

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

EAPEE : Prader-Willi JERRE/R\VNL 7T & — 0 U —JEfEHE AND iR LE | 1Y iAA
T

HAD Bl STz ST, B ER LS BRI T e <. W bR GBS TH
105


https://www.ncbi.nlm.nih.gov/pubmed/?term=Efficacy+and+safety+of+long-term+continuous+growth+hormone+treatment+in+children+with+Prader-willi+syndrome
https://www.ncbi.nlm.nih.gov/pubmed/?term=de%20Lind%20van%20Wijngaarden%20RF%5BAuthor%5D&cauthor=true&cauthor_uid=19158197
https://www.ncbi.nlm.nih.gov/pubmed/19158197
https://www.ncbi.nlm.nih.gov/pubmed/?term=Berini%20J%5BAuthor%5D&cauthor=true&cauthor_uid=23894156
https://www.ncbi.nlm.nih.gov/pubmed/23894156

-7,
1. ObataKetal. Effects of 5 years growth hormone treatment in patients with Prader-Willi

syndrome. J Pediatr Endocrinol Metab. 2003 Feb;16(2):155-62. (3Cik 2°) T ET > A LUl 4
37 4D HARN PWS BEICBIT S GH 16O R % #% 5 R L7725 C, GH 1AW &I
0.175mg/kg/#H T, #ixd 5 FITh- D REBBIER L Tz, v— L UWREIT GH BRI — 4Tk
BL, ZOBRLE(T L ERMMRTLZENTE,
2. BE Ez fl, MRS - BEHATST Y — - U1 ) —ERHBE~DORERIVE TR
RS, B, ERFEA~G 2L ORHINPDRORN RERFEHIHEER (0386-7617)38 5
Page57-64 (2015.08)CCER 2) BT U AL 3
NIRRT PWS BBE xR & LT ThiLic, GH MifsFEN AT K. B, FEREOA
R M AE T RIIBDRIC OV TR L2 G HAIE TH 5, 17 Ll £ GH #iFeliE & v
BE, B CIIARE - IS - BMI SE EIZIE T L CW e, Kl CITARRZZRD o7,
F7o. 10 LA EOK 3 FISKERIF 2 S 0F L T a2y, GH TR S 0 BECIIbE IRIR & OFSEE 23
AEIARD o Tz, /ANEH - JERW PWS (T653 5 GH Ml FefiE IR AT RO TRUE, LR O
BAL PRI G- L, £ OR8IE GH MifiER& TR bR T 2720 BERIFRIE Y X 7 2 AR
SE D EHEH =Tz,
3. W E i NEH - BEHORERNLVE VRAREII ST F— - U4 VERBROER
WREHELIEKTIES BANGWFESHESE (0029-0661)91 2 Suppl.Update PageS5-
57(2015.07) (X#R ) T ETFT U ALNL3
10 %A D PWS143 iz 5t & Ui, $GHEE TH D, /NIEHIE X OVEEIC GH 1A%
D& % 43 BI(A FE), TIRIED20N 60 BB 7). WFZEREATIRE S 40 FI(C FOIC O L. B
RIFDE DB 2 M5t L7z, GH&GIHMEIZIZ, HR SD Aa7 —H 2 WITMERDOIK T OHE
HREENTND, 2RO 3ENHERFZ A L. A BETORERREOGOHEEIL B B A~F
AR o 7o, BERIFIEDOH RAEIX 15.9 1k Th o 72, £9 4 FIHS 10 AT THEIRIE 2 FIE L
Tz, FERIEAOHIICTO BMILIZ, FEADMIL 0 AEICE <. GHIRHEIZ L D B O sE 2 b
PRIGFEIE ZAK T S8 D AlReME A R S 7z,

106


https://www.ncbi.nlm.nih.gov/pubmed/?term=Obata%20K%5BAuthor%5D&cauthor=true&cauthor_uid=12713251
https://www.ncbi.nlm.nih.gov/pubmed/12713251
http://search.jamas.or.jp/api/opensearch?q=%5b%88%BB%95%94%8B%A7%94V%5d/AU
http://search.jamas.or.jp/index.php?tab_reset=on&cat=word&field=jn&q=prader+willi%81@%90%AC%92%B7%83z%83%8B%83%82%83%93&simple_div=on&shurui%5B0%5D=gencho&shurui%5B1%5D=notkaigiroku&ist=0&ied=0&vol=&num=&page=&datlmt=all&dtfup=pdat&fy=&fm=&fd=&ty=&tm=&td=&x=41&y=10&module=Advanced&action=Index&sid=5&pageID=1
http://search.jamas.or.jp/api/opensearch?q=%5b%88%BB%95%94%8B%A7%94V%5d/AU
http://search.jamas.or.jp/index.php?tab_reset=on&cat=word&field=jn&q=prader+willi%81@%90%AC%92%B7%83z%83%8B%83%82%83%93&simple_div=on&shurui%5B0%5D=gencho&shurui%5B1%5D=notkaigiroku&ist=0&ied=0&vol=&num=&page=&datlmt=all&dtfup=pdat&fy=&fm=&fd=&ty=&tm=&td=&x=41&y=10&module=Advanced&action=Index&sid=5&pageID=1

B4 BEESTUO—F
fRERAKER

NZRB T HEFRITEICOWTOBME

NI COMRICSNT DN EDNDZHRICBE TROTNEZIELIZHD
BANECTI,

(TS5 — - Do UTHERFCH T DB A RS> DIERL

N YAIOFS) 1A
(BHFREEE]
INER C 2z D Kg #5089
(65 018E])
INBR ( 880 ) K& BE ZTF 063—

435—2312 (B~%kEB 9:00~17:00)
053—435—2670 (RE « IKBOEREHET)

COMECDONTODSRBNCEDRERDI DD F UIES=BETH
RBICRBRALTIZSL,

107



1. IIC®IC

COFPNBL, [T25— D« IEHEEHCRIZBI T RS VOV [CDNT, ZORSZE
FALICEDTI, COMRFICHIRITRISDISIZDHIEDIINSNNT DDE DDERDDIRIC,
FUBEBIC L DERAERL . HARDIERZRT SICHICAZTSNTNET,
MFBHEN'S COMARIC DN TORBELEEICRD. AROASZ+DIC TR
IZWE ET. HRICOBBREETTORRICSI L TCNERITDINE DD BRH TS0,
El. SNULELKSTE, I5FANRZRITDILDIBCELDDERA, F2. SNEHRD

ISOIRETE., NWDTERDOHDICENTEET, D DVHD (FRERLDSND) %
GICRINEBCHUBSEZEAD L, BABOICHE LRI, CDBETE. —UIANGTZ
RIIDCEEHDFEA.

Tl TOMRICDONT, RDENTE, MR ENBDFULES, HHFIBHBICTEE
JZE0\,

CSNNZRIT BIEEE. BN TERE) ICTERD DA, HFRBIBICHELIIES),

BR. KBS ) DOIRNRHRHACEDHEICIE. MTOXPD IBISE] (& BT
DRI ERHEZTRHHITS0N,

X REES  MRARERAICTDRBERTEDDSNESIC. FAEEBIC—HEICHRBES
[T, RIFEAANCRD O TERARNDSIERET. ROTIBIFIIDTETT,

2. \EREETEEFRHRL(E
AENRETREFRARIL. BROBROSHERE L, B0 UNSH. 2. 8

BIREHIIIDCET. ARDERROIZEXIBINSDEES LIFEFTDEDHD L
ZBHC LU TIMhNEd, 2C Tl RIBADITTH

108



ET DEINO, I UDR SNV B BXIRICIEDIHZE . I CTICITHON T SIBERDL]
ROZDEOFEZHELU CNIHBEEHDFTI., ARDRERIEEDERICTTHTE DE
NRBERZBDICH. BSFHICTHDVWERNWTITONDDDAENTRE T DEZR AR
TI, UF M3 EEVET, )

AARICEER T DINTOMRER NIVYVFEE | BKRU TAZXIRET IEZRM
RICEIT DfMIBIEE 28T LU C. AARZERBL TNET,

3. BEHER/HESELSIZONT

ERRARRIEES AL AREREIT DICHITD. CORRDEIOTTEDRZN. 2
[F. RIEANICEE THDINBEELTUET,

COMRBREUTDERRARBIEZSES THRICZOBEZS(T, BN TNET, 2.
COMBROBFPERRABEICE DV CHRDERRSNDRLDIC. EHHNICEELET,
ERRIARRIPZESRDFIES. EELFEOMBLFDBRIE. UTOR—AR-ITZEZ
ELCENTEFET,

B W OEMERKFHRARRIEZERHRE

B BUAZENENERAZR

PATEME @ T431-3192 B#EREMHERXFBL 1—20—1 R—ANR

—IPEUR:

https.//www.hama-med.ac.jp/uni_research_ethics-committee.html

4, CORRNENBLUES

TS5 — 1 UFEREEE (PWS) (3. IUBHMEOBE LS, BEDER. ERE SSE
MIRMAEE T, REIEE, TEIRERE. BECHIED QOL DIEFEEERCI. COEnEN
[ TT55— O UEERIOREH RS+ V) BERT BT ETY, ThICKD, TS558 -0
1 SRR DEESAOTEED QOL WEIT BT EEBHICLTNET,

109


http://www.hama-med.ac.jp/uni_research_ethics-committee.html
http://www.hama-med.ac.jp/uni_research_ethics-committee.html

5. EOAE

5.1 CORR~DEMESRE T HEH
COWRRIZTSH =« D1 VERBEEZHMSNICRBESAZTIRICTNET, BH. COf
RICSNSINDCEICABSNLHBETE. ZEOBRICKDAREDHENDSNHE
FRCE D TRNCHBT DIZEN DD FTT, TOEEE ARICSNTDCENTEFE
ADT. HEDUHTTELIIZSL),

5.2 EMDEHITONT
COMRRBRICTENNZELEODREEIMTDENDTT,
s IRSNICHED+DEHBPES T TNERNEE., CEAABIUREBEDIIRDI
ERBRHVEONITTI

ROOIB—DTEZTCIEDESII. TSNNERETEEA.
cAREBFIOMNREE U TCRBECHMLICSE

5.3 COMEDSMAKESINFELHMIZOLT
AHAROHAFEEIL. 201 8F 9 BN52020F3BFTOFECTI, SN
BARBDAIE1 OO0 ADFECTT,
HIRCOWRSNPEEIE. 1 DAREETY,

5.4 HEDHEIZTONT
TS558 — « D4 UERBEOBES (TZI7OCDHE] OEESAEFDCRIEICTY
T—F (BIESR) ICDOW\WTRBZVNEEEZT,

55 RS- ERENBOME~RET TR R IFRO—SBEEHT SAMNE

COP VT — FOBRICDNTII BRI DR BRI CIBRDIRZ Z1TVNET

110



6. COMERTELHIEELLUICTFRSNLHE ETFIE

6.1 &£L3H#EITOVT
PIT—ERIREZVNEZRELKENDTY, CNODREEERZROBROBIREIZEAED
NFELBA,

6.2 FRIEIhDFIE
CORBEANDSHICH ST BIRCDT S — D« UERBEDOIIRICEERIIDC EEH
DFEBAD COMADRRICE > TIE SEDZEICONTHEI DYEMNRT TS E
ED

6.3 FRIEIhLFFI4E
ARPARTITDOP VT —RICDNTIE. BIZURDEHDEE A

7. MOBERAER. BRETROMGIZONT
ZIALEEA

8. MIEDHIIZDT
HRICSHNUEEBTE. BULHEEN. UTDEBICHTIIEIBEICIE. AREESE
(FHAFREDIE UET,

1) Hieic CUIRGER) BFEA~OSMERY) LDV EFHR L85G
2) Zoft. AREESHOAREDRL UIZHDRNEHE UCIHS

9. COMRICEHEL THLE-DREICHEENELBEOMEICONT
BICHODEEA

111



10. HLWVEROREIZONT
CNFTHRBUZABBINC, HRADSN. XSG DNT, R (RIEHES) 0=
BICHEESZDHUBHRBEZAF ULESICE. RODICIERIEHVNZUET, 2D
BRICIED THADIRRDRRBENEICK > CTHRSE TVEREEZXT,
X2, ZOMDARICENDIBERICDOVNTRRDICZDZNBEICIE, ARBICTERRL
SRIES,

1. HLE-OEANFHROREIZONT

HIRCHSEBONICHADIBRIEEDBRIG. HEDOEDHNDHOSRNLDICLT(CNE
MERL(E<HND T ENNET) EFHAHOERICRRSNDCEN DD FT,

COWRADBIEISEEDITHIC, HETHIRZRM L CLDER. BRARARRBEZEERRR
EDRRE. HRDBUICERSNTNDCEZTER I BN HIXCDZEICEIT Dotz
ZHEEITDICENDHDFT, COXDIRBECTE. CNODEREICIITWERBIRESN
TRDFIDT. BHRIZOEANBRIEITENET,

BR. HADSIEERP TIDDODEIHEICIE. DHISICDERDIUMAFFBRIIITITHICHE
ZINFET, Bl ITCIC #XE CRRRERSEHDESICE. BEETSFEANT, CTEE
U\,

12. COMRICATHIEHROBEIZDONT
CDEARDETEROTIEIC DN TS, HREDTHEICH U TERNDBREZIFHENTE
X9, DRCHCEBDORFHERZERND VN EFTESNDIZSIE. HARBICZDEZERITZL)
JZIEIF1E, HEDMZASBICARRN ISV \ETEN T, HRIEBSICHEIZNRRERIEZ
L&,

HBLESNLZERDMEBDMAFRIREDBABROEZEICIE. ENDORHIIZE

112



HEZEHIRT DBENDHDET,

3. HDEEANDHEERDRMICDOINT
CORRDSBOSNIEBHRABIUARMBRIE. BRARBEZEROERICELE DT,
fDEFFIBIICIRIE UE T, IREIDBABRE L CEP VT — FDBERTHD., 2t
FSRHEDHEBIAFIBIIC RV E T,

14. RRTHLONIFEROFMTRIZONT
HIRIZ CBENHROBE OERE EDBRDBERERLESNDIHRS(E. OSHBICH
MESHISZV \EEAN T, RAIBICHEREBIRVELET, LD BRI EHR LIV
VBB B VZUEBA. T, ARROSIELONIOTEROB AR Ed Dinald R
BBICHER 2RI L A

5. HAMRUPEHROERY HKL
BN SEESNIZERIE. BADFE CERGESTEESNE T, BABREEET
RIVE2—FE DIV E2 - EDRSNIZENZRAL. BEICEELET,
HISTEDSIESNLIBIRII. KAETEOHOSNCHEE TEUICHERESN. BUSEEIRE
UIZEIC, Y2y by —EULLEEFRICHELIE T, tOHARICEFALEE A,
LD U, 3K BEZORRICEEE DT, HRT —VICET DERRICET % L\ HFD
RISONDUEEND DD E T, €L BN SIGSSNITHRROIBERZMOAFR/\E
AT DUEMNT TN, FCRAFRFBZER L. BRRARRIEZSZ TERBZ DI
HE BIILICHD TSNDORBERITITRNZ LET,

113



16. COWMEDSMIZXIT BHELICDLNT
COORTIE. ShEREEIhvhnE B A,

17. COMEIZRDIERIZONT
CORRTERBI DT — FREDERE. D'HDFEEA.

ZNMADZEOERICDOUN TS, BEDZEREDRICHRITHONIA U TNDERERIRRIC

524
el BegaBoZzlhnWWEE<ZElC’RDET,

18. P EEEFMBRBRICONT
COMARDIBR HEHESONNSEZEAH I UREUEDDHOFT, Z0DIH

&, MBHEERD, ERERAZICIEELE T,
COFRIE. BESBEDORZMAREZER L TTTNET,

19. BAERICEATHEHRAMDONT
COMFRTESNLERIEL. EEMTOEERE

—[IFENET,

TRRUFIN BREDT SNy

20. HAERFIZDOWLT
CORBRTHHLSBZNCEDNWERCELDBDFLES, WDTEMTRICEREINTL)

DMRETBICEARDEBBICRIE TR,

114



kS

R A R

MREFEE: MEH B8 ¥ 5 B
WMRPEE MR BE RERTF

BMeahtix: ERERKFNER ZHiE #FH
REEREL:  053-435-2312 ( /HMREH(FH8:30~17:00)
053-435-2670 (FH4MEE (RME -14KB)

R B S 4R RS
- T TBUE A KRR IR B KRB FERE V2 — IR
ATHiESs - R E - TEHRE/EIRE I EE
- AT ATBIEARINRIRREEARIIRIC ELERtE V4 —
R WHE - SR BH B
- EIIRFARZAELIREERARE V72— - ATRAEE - ER 1) BF
- BHEMKEZZEERE 42— - DER - EHBIR L BT
- BREMAEBREERE 2 — - CCHDOPEM - HR HE B
BN KRFEAMFRZREZREZMER - BRK - ADBARE - £ERSE 4

115



F 10 MR (201 8F7H1 281k

El==

BEMERAZR B

WIEREAN TS5 — « D UTEIREH ST DRI NS >kl

S COFFICSHIIDTHIZD, BRBPNEICKD+DHRBERTELUIZ. HROASZE
BLILICOT, BSORRBICKD COWRICSNIDCEICFARLET,
FEHPXE L. AQREDE LZZITIMDET,

(BB T = =
MAXNRERE (BS)

N ES SADTOMRRICSNT DICHIZD, BRBEX BIC
KD +DBFHBAZZITI UL, HAODABTZERLELUIEDOT, ABEEELT. COWR
[CBNITBDCEICARFT ., FLEHPNSE. AFJRSDELEZITIRD T,

(BB s = B
EaRs (83 foTAm
G LEEISD) T = B

HPERE (B3

SOFIEE LRIEFE DA Z AR EORBIIENRE T D 2 &,

116



£ 10 R (201 8F7H1 2810

RIEMEE

BEMERAZR B

BRI TS5 — - D1 UTHREH DB RS 2Ok

FAlE. EERDMRICDNT, HARICSNI DCEICABLTRDFI LN BESORREBICKD. BRER
@IBDELCNEZLET, FEATEREENS LERITIDET,

& B 8
A K4 (HE) (16 WA LITARANDESR)
RS SANLEDHRFEICDNT HARICSINITD CEICABLTHD

FUIEH BODORBICKD, @BRZROTIDCECVELET, FEAFRROEENS LEZTIDE

REBaRg (B8 AR

FEEDMAXIEREND HAROSNEMOUCCCEER LUE LS,

T = 8
MRERS (B

MHTIEE LR E R E O FEAZ R ZOBIRICIEVWRE T D Z &,
ST T VLR USRS e A (T L T < 2 L,

117



7 Uhr— FRE
il ¥ IRF®)

Al Bk - &K

1. 2ZMricHonT

1.1, Bt s=zdE L2 ( 1Fvw - w»wnhx )
(LIT, 1ZWEEZT-H~)
1.2, ZFr=Hinw-osEsFE Lz ( ) FtA

1.3. FokricgshvEzLzZn»? ( R& + UPD - Z0Ofh )

2. BMEFRNVEVIBER X OMESHEBIZETREIZOWNT

2.1, EFRNVEVERELIEZZENRHD T2
( BEHRELTWS  « BEICESELTWE GEEERELTWRY) « FELEZZ &N
W)

2.2. EHVOBEIAL 2.1T, BEKRELTWS  « B\EIEEL W @ETRE L TW2RN)
EEZT2T7) DIBEBRLERT & BEDOHE., KEIZHOWT

2.2. 1. JRBAGAIE] ( ) o s
2.2.2. 1RIEBALARE : K om, {REE kg
2.2.3. H 1+ JE cm, AHE kg

2.3, BERLOEBEESAL Q. 1T, ELEZZERNRWEEXT-T7) OBEOHE, KEIZHOWT
2.3.1. Bl 1T JE cm. {AHE kg

2.4, (HEERICEE T D AIC DN T
2.4.1. (RHRICEAT A MELZZ T30 002 ( 13wy - Wiz )
2.4.2. T EDRBHDHANDRENFIZONTEBERZSIZIN,
( IRIEWEREE - CTHRWGRHE - MRIRAE - ZOM (ZFRALZEWY))

3. WBERBIWEEEICETIREIZONT

3.1, IBREIXHY £4002 - (1T - vz )

3.2 MIBREDHEESA B.1T, 1TWe&Exm)) IconT

3.2.1. BIERHNI VO T ? ( ) FiH

3.2.2. BIEMFDcobbf ( ) JE

3.2.3. IBEZZITCOET (L) 2?2« ( 1Ty - »wing )
3.2.4. TRIREZ T CWD (J2) FFOBAEDcobbf ( ) B
3.2.5. WWELEZZIT TS (12) BFONAEZTTAL T EEN,

Bl =ty by TR FH @0 BIF., 1BFRBLARF D cobb %)

3.3. HEEIZET H2HMAEIZOWNT
3.3. 1. BEBECHETIMELZT-2nb0Ed22 ( Ty - vz )
3.3.2. T ENBHDHINDBERMEIZONTEEALITEIN,

—~

EH e EEE . HHERE )

4. BERRIZHOWNT
4.1. BERFZTHL £3 (L) 22 ( FZvy - Wiz )

4.2. BERFOBESA 41T, TV EEZT-T) 1250 T
4.2.1. BIERHNI ST 2 ( ) FiH

4.2.2. FIEFEOHbALCAE (~EZ B Ale) ( )
4.2.3. I{GREZITCOET (L) 72 ( vy - Wiz )

118



(@]

&

o1 o1 o1 o1 O1 O1

ISERN LN SIS
NI

9 9 90 9 90 9
N S

O W

DN DO

A, BHAFEOHbALCfE (~EZ L Ale) ( )
b B EZIT TS (7)) &, ZORNRETRALTLLEIN,
(] . BFEE (AR, RERE GEoEE) %)

BILEZ 2OV T
EmEXHD ET (L) 22?2 0 (C 1Ty« vz )

EIMEDOEZ A (5.1T, FWEEZTH) 1220 T
CLOSGIERNIT VT2 ( ) FH
2. FERFOMIE DM ( )
B REEZITCWET (L) 222 (13w - »winvg )
A BEOMEDE ( )

BREZT TS (7)) &&, TORAFZLAL TS
(B« IRFEiaiR CGEOTRE) %)

e R P IR S B L 2 DUV T
MEIR PR LR EEREI L H 0 £ (L) 222 2 ( 1ZWy « Wiz )

AR P EERED B E S A (6. 1T, 1ZWEEZT-F) 1250 T
L BIEREH TV TE N2 ( ) ¥

20 B EZTCWEST(LE) 2?2 - (3 - vz )

3L IRIEEZIT TS (F2) RRORNEZFTLAL T EE0,

(- T (=) . EERRE, RIS ES)

NOWERBREIZONT
. MR EZITCWET (L) 22 0 (1T o iz )

L MERALE UMK EZIT TV EEIA (T.1T, 1TV EE ) 1220 T
BRI NS TY (L) 72 ( ) i
L REEZIT WD () BROWNERZFTRAL T EE0,

C2. MRV AR ICATEI R OZ S0 £ (L) 22 o (1w - vz )
3. BB S TEFFONEZTB AL TL &0,

M SO RNVE TR EZZITTC0EST (L) 222 0 C vy - »wiz )
L REEZIT WS () EE, FORNREFLAL T IV

RICET HITEER (BRATENER) 2o\ T

KIEROBEIZCEOT., B/ RLZRBEZ2LFEEN, -, BHETRL LHLBEIERBIADNT-H
Aix TV EBEZLTEEN,

BATEHERIZH D £3 (L72) 22 ( 1Tv « »winz )

(8.1T, ITWEE 2 -F~) ZORITEERIZOWT FELTTN?
BRLNDHOEMTHLERS (T« Wiz )
BROENDHHOEHET  ( TWv» - iz )
BRENLHDE LEVIATY (HL, 2MTA, BERE) : ( 1Fv» « g )
EoolmbdD (RE— - Dx b« flWERE) 285 ( TV - Wiz )
B TIERNE D (A FIAROEEE - Ao DIZBVWOY Yy =R E) 285

119



(G = AT AN A
8.2.6. BIEDLD - tADEDOTHLENTLED - ( 1TV - VW 'z )

o

.30 820 BATENEIRIZNS L T DOIRIEESZIT CWET (L) 202 0 ( 12wy« g )
3L WBIEEZITCWS (7)) L&, ZFORNFETDALTLLEZEWN
(5] . BFEE (WA, RERE GEoEE) %)

co

9. RIZHETZLHDOLUANDITEHERIZOWT
MEROBEC L OF, 55/ LEBEAEE Y, Tz, BFEERL L HbBERITEREL OIS
B Tidvy EBEZLTEEN,

9.1. |IZETDHLOLUNDITEVERIZH Y £9 (L) 72 0 ( 1Fv - Wiz )
9.2, (IZWEEZXT=H~) ZFOIERIZOWT TR HY £9 (L) »?

9.2.1. BZ UV SIFW: ( FW» -« W Z )

9.2.2. prEMLE: ( Fvy - g )

9.2.3. &b ( T« Wz )

9.2.4. ZED5H (1T - LR )

9.2.5. fEafExte LD ( TV« Wz )

9.2.6. ILMZVWL 5% : ( X - Wvwnhx )

9.2.7. MIUEMAZT A, MILZEZEVIET : ( 1TV« Wz )

9.2.8. KYTIEFHARNWZEEZED : (1T - W R )

9.2.9. lE&E->< (T« Wz )

9.2.10. eE->TLED : (T« Wiz )

9.2.11. ARZZ2WVWHEONRAZHEWS : ( 1Tv « W»wWnz )

9.2.12. Bz x72WboRHZ 2LV - ( Ty - Wz )

9.2.13. BREMNLE<ES : ( 1Fv» + vz )

9.3. 9. 204TENMEIRIZH L TN DIRIFEEZZ T TWEd (L) 202 - ( vy - Wiz )
9.3. 1. IBREZZ T CVD (7)) L&, ZONFIZOWT FiRaBE L&,

9.3.2. IREIGE : (1T« Wz )

9.3.2. 1. BEDAHI : ( )

9.3.3. AIEEEREEZZ T D (7)) L&, ZOWNFIZOVWTIFRALZE N,

(1]« MEARTEE - EEFEE - RFIFER L)

10. 18R EDBED I~

10. 1. fEEERHIE 2 W EmEEAZIT COETH? - ( 1Ty - Dz )
10. 2. BUE, FEITHo TWAWNWABZERHIMEITL L 97 ?

10.2. 1. /NI $+ (G =R A TR AVAY- G

10.2.2. BIEAE : ( 1TV - vz )

10.2.3. RER: ( 13wy« vz )

10. 2. 4. BERRIFEANE - ( 1TV« g )

10.2.5. FRRZREL . ( 1TV - Wiz )

10.2.6. TEERAFL - [EQA Wiz )

10.2.7. oMt ( ZZ A0 - BTR oM )

120



BRSBTSV T+ —L
UTOBRREGSHTEERPDA VN—IZHBAT LI ENMREL>TLS,

201943 A 2 HL#EH
WPt - A AR

121



BH6: o3y
Prwdaer-Willi JERED N T v a v

1) iZL®IZ

DPWSD R T oy a A3 &b _&mn?

I ND L XTI, RAZEROEDSIFICWOEHI D RE )0 ?

3) FHY L~ LI EN T 23, WERAR— BNE R~ DISEHILEE ) 2

PDARBIIRLSH S TOWBIEEICEIEMEZ CVWEEETZY, 7oy a rdLaidnudesnon?

5) AR DAY EAPWSD Z & Z/NEBIEEE & RIS 2013 LWL D IWI2E S, AL T
O OERHIBIC L BFICHLAHTIE?

6) PWSIZEEAR D & 2 [ RFERE 23D 7a v, BRAIZ 72 U & IR A~EREH S ODr iIZPWSOARE DMeb 59, GEREIC
kU TR SRR 72 R R D3 S 720,

RIS BATHIXIG R B0 2014 FRIHE L, BIT LIS WIRR & L TBITHIRREDO 51 & OfERk %
Rt CH 5, PUS OFBIFAEZB U TCHLETHY | ERFEOXNNI L > TTFRBRELLELAIND, BUE
EFTOEZANRBEDF R PWS OZFRER S KRE <, EO/NERIEOHTEH PWS OBZIFITIZEMIZT Tl
<, PWS ZH Y PR ERE O L ~NA T T -7 7 IV =TT R E—EDAXANLETH S, RARKE
B~DNS R By FIZONTIE, RAZERIO PWS ~OHfEZ{EET 5 ThE L HICRINAERXTH S,

UTFTHRFHNETH S,

2) TA AT =G LIRSV AT « 77 I =47 - DEST (FER)

PWS 2 & D, BEMNS FEMZ L TRAMZ LR OEEICE ST ENEETH D, HEEHED
S NEHI OB A E TROBREE | AR H 72 I T 2R H 5, BAMICAET TL
ZEFEBLORMICKHINT 27201 H | BN DEEEES & OEEENTEERIC/2 5, PWS OFEE B [E L7347 D
DT E R 17 &2 B &2 PWS FICSmIER LTz, ZREOITEIO A2 2(bE X0, RHOEHODLTE L
776

BEMNSRASNIA SR EOBNN NS> —HFRALE LTOHRNETRRYTH D, DM 1T 20 ML
(N % | BEARRFEEED, 72 Rk NER DS LI D, ZAb~DORHNERTI< . A L ASOIMERT < | BEZ
DN G AR S0 THIGT D, BEEARY KT AREE (ASD) OSEEE N & < | AR ORG24 5
(2725, PWS OBF(EInFFETH D 15q11-13 fEIIE ASD 1T & » T H EERME TH V F IR 7 LIV R
15q11-13 DEETH 5, PWS IIZ B TENERZ R L, EIROILAFH S, EE S L LI, BREORES 7
LiZiZayr ha—b3 52 ENEEL Y, PWS OITENER Z Forster &1 5 fEIRIC/FH L TV 508, OEY) B
178, @Ky - PRI TEY, @RBINAOIE X « ZLkME A K < 1TH), @ORRER X OaR2 178, OFEE5]-
BATEI CTHDH L END, RE - BEPHLSRAICEL L TOEVWEMEZ B L CHETE 2BMEIED
FEPHGF SN D,

SN EBIC R X T2 SEEIBRTZ 5720 T, — MR ACIEEER 2 EI T L EWITEIRENE = > THHREA
FE L 1ZA LT, SN T ZENN S HICHENRKE 5, AROBFEENTHWTZ0DWRLEL
WEFIRENLOLNTLE S, fHx ORBEOME % OxtE Tl < AR ERE D REEREES B O RS &
HHET D AR SRR N 5 Xt X LB L 72 D,

3) MEBNERAZIERO T v a s
O O 72 BEIRTE - 15 & AT EokEsE

AR EOEBNN B> RANE L TOERNETS, [TEIRTE DO, WA D2 0 R 2 5%
SH7ZD TLIX USRI ORISR MEIC/ D, 30 I ANHLEBENTS A bbbt Tns, IEMIC &
% DM IE 20 ELARRICHENN 32, MEENREFHEREY 72 BN BB LB/ D, AR EBIZ R 2720 SR
5720 T, —ANTIEEEmARENATLUEVITEIRENE Z > THORERE L ZALNT, BT Eh
NELICHERRELT5, RROBIFEENTHWTZ2DWVRLELWVWEFRAENLATLE S, BEX
BEFROBEIZLD2HOTHY , FRICEFE THDREL D R L2WE D IZHFIZHELDFIZHSFS Z L %
REZTICHBELTEBY, ZIUIRAZR B THY . ASFODRKBETHDL LB XD,

@A % Ul & T

W E 7RIS & TR S AVAUZAEM T IRILBAF, FMREEROL, RAFOWH TN ETHY | BFIC
FUITERICR RN E IR LWL I ICHFHICRSFA Z ERMETH D,

QYR BDORANMOBIRIZ )b D (X&) AN, N - fHEN @ AR IREE, Bl ch v,
PR — AT — I —RO B E . BEEEARR L Db 0 BNVETH D, BRI, BRAMICE L Y%

122



FRREATHEEE EOL IR TRIRTL2ONRRBVDOTHS 5 h, /NERBEIR TEis & WO MOHEMZE D
H[M 30 4 TOEMAA (Pfizer PWS-MIS 2015.9) TRV TIE, R _REFE L L OB LK 0T Eo
FEP RO EZETH O | NER L ABFEROIFZRBRF R T LW EOBERNZ o7, /NERDHRA
ZIRBIA~OBATONNE — 1T a-d BN 5,

a. FAZRE (R4« NOWREERD IC2mmIcBIT

b. /NEEFE AR GBI - KR NE) off2

c. /NEBITRIEERT 20 O ERM - BEOBMREL 2 Tw<

d. /INEBIFRERIT, FICEZITH NV,

PWS TITKEHIEIEEM N DD Z & ZAERA P L RIZHNZ L ENnD | EMEOLZMUIHEITIT O LEN D
Do NEBICRIEAFT 8D (b) EA - BEOBMREZZEZ TOHE RN, RFERIE L FRIZR S D5 U
(ELORMERLE T T A4 RB@EWTZD, ROKRHIN S FEmIRIZDRAFHIE D Z L 252 TE<,) 2D
T a WAEETH D LoD, NFEORITEE - FEARICANITIANT 2B Z T 28 U7 T O %
fif LA ATV 2 B | [FREFIZRRAZFERMIOZ AN ZHE X TV <, Z DT DI AZIFER OWNZUW - FEFFE
IR 2 R BIZOW T ORER LB ZRWRB L) « BMRZ ROB & T /NER & AR, ER
=20 = —RHKEBHRE, EERAGR L BT — L0/ L 7+ 1 — L T KHI A2 1ED 2 & RBITIC
BI04 R7 v 7 2/NERRNSWFEE L NSFEOFETRET S Z EnEEh, DNERSWFEE LN
WHETARREREENLL LN, P Th s,

25 3CHk

1)Scheimann AO Lee PKD,and Ellis KJ . Gastrointestinal System, Obesity and Body Composition Eds
by Bulter MG, Lee PDK, and Whitman BY Management of Prader—-Willi Syndrome PP153-200, Springer
New York, 2006

2)Cassidy SB and Schwartz S, Prader-Willi Syndrome

Gene Review 4 : HAGERE : FEHEM, "BHHFET

Gene Review Fcf&HHTH: 2008. 3. 24. A AFERR AL BT H 2009. 5. 31.
JESC Prader-Willi Syndrome

3) HIEF-. HPEEE Prader Willi JEMRAF & HERM  PWOOWBERIAFE 16 (6) @ 528-536, 2002

4)Zipf WB.Glucose homeostasis in Prader-Willi syndrome and potential immplications of growth
hormone therapy. Acta Paediatr. 88 Suppl: 115-117, 1999.

5)SchusterDP, Osei K, Zipf WB. Characteruzation of alterations in glucose and insulin metabolism
in Prader-Willi subjects. Metabolism45:1514-1520, 1996

6) TEABAT. ArH  Z Prader Willi SEMEREIC I T D kGRS EIEOARMEDOME,. AR
{b#RRTIE 72 ME35 2011 (in print)

7) Schmidt H, Bechtold S, Schwart HP: Prader—Labhart-Willi syndrome: Auxological response to a
conventional dose of growth hormone in patients with classical growth hormone deficiency. Eur J
Med Res 5:307-310, 2000
8 ) Carrle AL, Myers SE, Whitman BY, 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
9) Brambilla P, Bosio L, Manzoni P, et al: Peculiar body composition in patients with Prader-
Labhart-Willi syndrome. Am J Clin Nutr 65: 1369- 1374, 1997

10)f7H 2 Prader Willi JEERED GH 153

123


http://www.ncbi.nlm.nih.gov/bookshelf/br.fcgi?book=gene&part=pws

11) Lingren AC, Ritzen EM: Five years of growth hormone treatment in children with Prader-Willi
syndrome. Swidish National Growth Hormone Advisory Group. Acta Paediatr Suppl 1999: 109-111, 1999

12) Wilton P PfizerInternational Growth database Annual report No23, 2006

13) Chan NN, Feher MD,Bridges NA.Metformin therapy for diabetes in Prader-Willi syndrome.] Royal
Society Medicine 91:598, 1998

14) KHEZ BEIHEEE~ Y F—Z L0 REER %4 2 U7z Prader-Willi JEBEREAEE DI D — L LM,
/NERHZIE 63 1 1609-1612, 2000

15) ik B HIR 8 M Prader-Willi SEMEREORITE) RBFES 2017 : 59 ; pp. 475-482

1 6) Ogata H, Thara H, et al Aberrant, autistic, and food-related behaviors in adults with
Prader-Willi syndrome. The comparison between young adults and adults.Res Dev Disabil. 2018

73:126-134.

1 7) {CAZEMmNEREBERBEO T &b OB IS - SIS L 5 XE-BITE S~ 128
DFFATINCB T 2 BSOZD DT ZER LT KIREFER Y % —MEE 2017 ; 33 © 67-75

1.8) RBJIAT BATHIER, FIIFEE, 2016 4

Bz
DPWS D R 7o Uy a U ERENDHREN?2-TRETHD
DI ND L XTI, BAZEROEDSIFICWOEHI D RE )0 ?
SERITITTZSA 30 5% < BV 25-30 BRI R
INEBHZR D DT L e DN IEELRE L2 20 b BRI a v LTH B D
3) FNEY L~V EW T D23, WERPR -l AR~ ORI LEE ) 2
FIERAEAED X5 e 7% AFETIUX, RNTREMHEIOLAEN L, R A~DOFF T~D X
BIZIRERAR SR, Lo THERHIME,
DAYBIELS HS TWDLEEICSIEFMEZ WL EY, Ty va g laidnudesnon?
= ANRA = A TR AZEROBREN SO NIUE N T A7 7 — (R oFma L,
5)HREHED R FEDS PWS O Z & Z/NER MR & [FA%EICBfRET 52 OIFH LW D129, AL > Th
O OEERHIBLICH BFICH AT ?
Lom BN IEYT 52 TAHIZR LN
6) PWS [ZBRARD & 5 IRIFRHEBE 3D 720, NI 72 0 B2 B A~EERHE D Dr 12 PWS OREMeb 57, 56
2% U TR 2R R R N R S 7200,
—/NERE R ANIER O BN VE, BEVOHGRE, ¥ 7T—AX Ve EF50EHY,
BT A RISRAMOBIRORA > b &R 52 LT, Wil KT b,

124


http://medicalfinder.jp/author/%E5%84%80%E8%97%A4%2C+%E6%94%BF%E5%A4%AB
http://medicalfinder.jp/author/%E4%BA%95%E5%8E%9F%2C+%E8%A3%95
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ogata%20H%5BAuthor%5D&cauthor=true&cauthor_uid=29324255
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ihara%20H%5BAuthor%5D&cauthor=true&cauthor_uid=29324255
https://www.ncbi.nlm.nih.gov/pubmed/29324255

55

porlars

Ex - EREAHE - - JBE - ERA

MEFILES ET. BEFE| . EETE

B

=

BmESH aE \ \

DEBED2TL FHABGRS I L nhdan FAELTOEENED EOREFRER

gES L (HEFIFbL LN BFO=—X0EEHEE SEOLAEN =

MAL®CE FEAERDR HEREEDEN FAELTOE
ERECITHOEL ( HENREDEN

% o= HEFRIE O E R

PISEEL URE
)

ARSI

1

. HBREE

st

REE EEHTOAR R TORE

#ECPAP EICPAP

i
RS EEEEORE
ERARL AT
REL L ORED 1% EFED
EEFEOLEE B |&EED Lo % - RELALESIIH

EERET S

ZILRT3 FEEREOHSETFICOVT EEELRE 0FE RAZEHCERESFTIC
BT 2 - BABEE~OWEIC?20T | L. PWSOITEIOSEHETES

- Rt oEEE2{S 3. AEPREER~OBTEE L7, mREE

®| - EEFPLa—FRTAE| ATERDNERRESET 1

WABENENHLIXE
FR| - MARE~OT@IZD2NT
=

FEECUEEAER~0OEEFEE ELWTHETDES

i35 EERETITOREL <L

FHREEHE
& DERE
-ENEOEEOFETOR L

FEFeL s Ar =r| EBEEUBLOEE
oEE EEELNECE) | TERIFZONE0R

125



FBITEHAH AL Prader-Willi fE{EEE

KRBFEREVE— HibsR-WNTwE JIHF EE
RIKRZFEZE DNRIREES BRMAE

MR RFZRER EFARE HBRRE- RS BRARE
=i #

ERERKFENER #AH

KRBFEREVE— HLSH-ATWHE A &

1. RBEBIUIRRE

[ 58 4 JPrader-Willi fE{ZEE(PWS)

[FREEIPWS (& 15 BEEIK ql11-q13 BEICMET IR MHEKRDECFOHEEERKICIYELD, 15 BEE
K q11-q13 FBIEDORKIZKDELDHE 75%, 15 BEEED 2 KEELABHEKXRTHSEM UPD(maternal
uniparental disomy)IZ&5HLDHH 25% THD. FNLBRERELT. 7/ LRIYIAAZI FA— LT D
imprinting center [CEEZHITHEE80HY. COBBIEIRFOREICEAIT I EGCHRNIDLETHD, PWS X
$915,000 HEITTADFERET, E, AFEEETEL,

2. INREIIZH TR E

(EK]

PESRTPICARRBIDIET 2RO 5, HEMER (T —EVFE DR, IRUOEIES, TRSOAHLE) . IMNLEFR.
REBRET. KERHFTFR, ES K. 4REEET. RRUER (RRKR, £, ZR0E)  BEEE (&
[ZHRIFHERILTFE) . RIED 5> E(skin picking), FHEMGREITE - FHERZED D, MR T EDHAERE
ENTDERDREEEZOND UTICERAIDORHELT .

1) # 4 RE-7L IR
FRERSRIET . WELIE S . EFRFER. FAHEBHEROL MIEFCHLT. BERBZLELTHEED
Hb. BRTIEIEBRELI/ARZZIM 900%LL LIZRHLND,

2) % \RHA
PRI BMTTEIZLIBENHIBLIZILH S,

3)/MRER
BEAIVA—ILENEWMGE. IEEINETT 5. SRS - THEE(ERE. EE. ZhY. &5
BO4TEN. REE. B4, skin picking HE)MNHIELIZLH S,

4) BEH
SR MRS - TEIRE AT > TS, IEEICESHERBORELEML TS, EREEE TISER
THZREHMORFER, EEPCIATELERBEFRDHD,

ZE DO LREE]

HERBICHREETEZEIZEHINAIENZ VD, WTHOEHETEEZHEINSS[1], FER 4R
DERZHN D, BERAIIZ(E, AFILIEERERIZKY 15 BEEBEAD PWS EEMBIFICRBXRDIEAFILIE DMR
(AF VBRI 58I MEELLZEWLIEAREIhNIE, PWS OEEZWELS, FDE FISH ZLEEZANTE
DREREZERFET D, LHOL. AFIVIERBEZRIZZETITIZENTELELV 6, TWEMIZL. RIZZETHEMT
AIRETH S FISH ZZFTITVREKDEREHER T D, REFROEIMEEIZ, AFIVIEHRETS BIREL
NILDERE) . TV VEEEHTOLRE G (BHEARDEER) ODRXERBOHDIIENH D10 BRKIE
KOFEMIEETHS,

(FRBHED-HDREE]
B D FHI D 1= D R BT Z E HIRIZ1T 5, BEFRA © RS M IE Ol % 1T 57= 8 AR EE EHAM

126



(2975, GH JAEZE1ToTW\AI5E(E. ZDBMERADFRAD O DRELITI . BEHMBLFEEIZ(E, HERE
REEHEZEIT O,

Camkix]
PWS 239 DIRABEEREFFELLGL BBEDFHETHEEAOREHRLARYIT, ZLEHAEH, S
ZHEICLSEETOT SLNERIT. FMEEOFIEETICENEETH D2, RICEDTOTFLERT,

1) BEEZE
BN DOBEEEIIEEBFHIZENTHSIS, 4], LKL, REKRTEHEZTOMMUEZSD-H. BREEIIE
$HUTEEE AYDORSFYEFFRDERADETHD, UTICEHTEOBEREDEFHETT,

FLIRE: FHREDET DO, EBEDHERICLIELIEREREBLNDEIZLD,

YIRH: COBHICITBEMNIAEDS, BEIRILX—=FK (cm) X 10kcal #FBREL. EA.EAIV ZRT
WIEFEDED BEDIL—IZRIZEZ. BYM~NDBENGHBEOEZIMO—)LLTULKEFET D,

PR RN DBEEREEIEZRTT 5. FRITKBZEMBLTESV . BB LARUINEOBEDEYVFD
*ERET D, BRBITHCH L TERHRELLICHISREE R D,

FE-ERE.BEEICOVTRELRATHAL. RRAR TETITEHFEEZ D115 L5127 5,

2)EBEE

PWS OB - AR E IR T 5 EBEEDBEENTRE SN TS5l BLAER. EEBTHLELOTH

HBLTITSZEAKRYITH S,

3) EHRILEY (GH) ;AH[6]

&R SD Xa7H-2.0SD LLTD PWS [ZxfL T, GH BEDEIEHH 5. GH AEIL. BRIEMERALISNIC
. RHRRL. SEFNEE. ANRE. MEIRMEAEFNE T HENHEINTULVS, PWS TIXKEEIAEAEML ., FIAE
MEDL TS, GH BEICEYHRET S, PWS IZHI1T5 GH BB EI(L 0.245mg/ke/BTH S, GH BEIZ
FYRMIROT T /AEDIEXRL., BEREFFBLSEIAEEMENH D0, Ve (F=EE) D GH 2[R T
BHIEM—RRMITH S, GH BIRATICIEFER IR EE DEE I HERE SN D, B 5. HRFEDE 6. SERFIL GH
BEDEZTHD, GHAEDIE., AlE. ERABMERLGEDEHEIIRNTHIE=F—FEHIZITD,

4. TATER-BRAHBICHIT5— MR E

(ELERK]

DR DRI IEHEBRICHIERZERDD. BRICLIBEENDEERIRHETHS.

) MEIRHEREET  EEHORER. BE. FEELHAAERDL. HIREEETISER I 2B HBEEZZD
2. RETIIMARZERDIEELH D

NITHEE-HFMER BE. RETE. REMITE. TifE. KED picking, [FRIEZTZEH D, IFBIEMHEH
RIEREE L% UPD BEIZE L BAAERKE 30 MIALYFELBENTDH . BRIFEERFRT 5.
(RBBEED-HDREE]

FEEDEHH D=1 DXA GREZRNTHMEMETBZE EHMICITI, SHICBEDEHETHS. HERK. &

FEIMEZ I I 2= DR IREZEHNICITI. EHAMGERERETM O MRIREZ1TS BERFETR,
DMEREDFENDELZEELH D,

MRS M R AR T, . BENEREH, SPELEEELS BOXIEELERLIT> 0

DR /NEHAISEI1E6RE . BRRE - EBRENEMRLEGD, GHIBRPLRITABRNELLT HIENER
HINTHY7]. GH FLEZIFIEFOEEBNLYREZILD, T, EREFET HEDLARMIESHENFHY .
BEICHITHIABDESFYLE<GY, BENABLELOT L,

2) ERREREET W ETHNIEHERILEL DEREITI BUGRLEC ARSI BEEOHIFILEETH

127



%o ERILVEVRREDEIL. THEE -BHERDBLIIENDETH D,

NITHEER -FBHER THER -BHRERNDOHRIFRREREN—BEETH D, B OXIESE (FRE
B, XEHEHME . EERUROBELL) LRESERZIY . EEOITHRMEICK RIS ELNTS, f=
E.RERANEERLGS S 3. FARMEDESICLS BRIV EFEND, EFENLE. BREITSCTEYARER
2110, RE-BHEHMORABICELSFTORVARZ—EL TS TEIRAREDHFENHAFIND,

PRTELAREBERELL Tl BB =R R OLRLCEETZoEMS 0,

1) ¥ERA. SIEME : BEEE ENEE. EVMEEZTO, FHREL 20 RTAMNLEBINTHIEMNHMONT
W5, FBHFEZEFDH. BRBEOBIRGEBREZITIZEARBLTIZENZL,
2)RRBEE BT - AKRETEHELDIZ,. BEICHRLEYEEEITD,

3) BEAR BF SR AEOR  FEIRFEE O FNIZAESDHEEEE (X PWS ORRIZHS-6H. FREBIIEETHS, &
ZE(ZEHL. RS CPAP MEB ALEEIT,

[(B1TIZHI->TDEEA]

1) PWS EFIREBOEIEADHIENEFTHA=H. ALTAEDORKIFTEE~ADRANRAHKEL,
2)BHHE. ERDBIKICHT-5-D. BHOZERIIZEL I IDLELH D, TD=H. DL ELGLHERMDE
HEVOEERT—RAT—h—  XERHRE. EERUAZRLONMDDHOYNBETHS,

ULEIS, FEAEORKIFBEICITILELH D, NERTEEEKITERM - BFOBEFREZLLTOER
NS, RAZERADZANAKFEREZ DD RAZEHMADZEZZEEHENH T

5. 1FZ4%

PWS IZHITHHIREEEE TIL. AR THOEEISER T HEITFFrOE IR EEEIE TDO A THL RS
HHEREERE TOERLEHLO>TWAIERESN TS89, BU T, EBRRERICERTI2EZLHD.
LAL. HIREEERE TOREICIXBEAZLAHY. ERTIRLT- PWS ZHEDHRELHH[10, 11], PWS THEDE
BRENEEZDE. BIRFHDI-ODBEYLGERFY . BETHNIEBRRELENVLELIZELH D, PWS Bl
MNREEEBL-HREXMBRYFEELAL,

6. NEMENSHRAZEMEADAYE—D

B RERISERENGEESANIL PWS BEEDOEMFRIIBRIFTY  FHREEZEETNHL-O. KFE
DHBAFBETHY ., BITXBEBICISRTFYNBETY . EESNEF I ITHRUELABYMEFING
O HEEF~AOHBEHHELNTT . PWS BEIRFESEN T YVFENDLLNDLEDELIMVFIEZHL
TOWFET, COFILEEOFHEZEBL TRV EITNEFNTY,

7. RAZERISNERHEADAYE—D

BAPWSTIXZLDEEHITCH, MIRREF ST AR WARE. IBEICREELI-ERFELE DS HHE. BT AR
BELREDABRBENMEYIZITHATWVENIEAZLVRIRTY , ZORREIZESHWTT A, REDLERDTRES
VAN, AEEORIREHAOME., KREREETHIRMER - THES L, RRICIIZIEOHEH#S,
BAZEHICBVWTEYLZITANEN NS ENKRELERICHE->TNREEZONET,

BADIZE. N7 Uy a Y OBRIZIEENENOAIHEIC CTe2ERTO 7 + a—R 0B
FTNB. NOWMCHELES OHEN E S E8121E, WOWMGEBIR ER L2208 #UTh s — 5T, Bl
FEHNNTHIRSOHEBE ORI, FHEOME, AESHRI 72 Sl X > TERHZ 2063, HERBNEOR
iR & NERE OO EOZMR I REN M BEIE LB 2 HIVET,

FESUT AV ORERIZIFNEREOEEFICTEZFOLISEBAR DO EECEBMBIEE, CHBNTECETIC
BEIA,. CRENDCEFEEFZROTEVNVTHDIEELETT,

8. ttxHIREE

(BRI ICIRL TR, I D EE (FREFRELGLE) EHoMLOHEHL . HISZERODHEANEETH
5, FREFTHX.HBLENDEFETHOEENVDETHS. BH, TEE. RELTLBHL. FRADEY
BRGZEITI.

128


file:///C:/Users/ogata/Desktop/PWS成果最終報告/PWSの移行期医療-20190422.doc%23_ENREF_8
file:///C:/Users/ogata/Desktop/PWS成果最終報告/PWSの移行期医療-20190422.doc%23_ENREF_9
file:///C:/Users/ogata/Desktop/PWS成果最終報告/PWSの移行期医療-20190422.doc%23_ENREF_10
file:///C:/Users/ogata/Desktop/PWS成果最終報告/PWSの移行期医療-20190422.doc%23_ENREF_11

(BMFIMFICBELTH HENZENDET, BRBRCEEFRAT S,

(ERZEHE]

INRIEHRERREREBAHIE
AR THIERE HEHRREZOHROEMREZTO>TLDEE. BIBOXNREL
%o =ZL. GHBREITIHERICIL. AlEGHARDBEEEH-TLENH D,

HmERE B AHIE (5 E W)
UTZEm=95E8. IROXRRELGD
1) 3V PA— LA RERHERIR O LB ME
2) R RITRERFOEERESBICESVTHFEULDISES

129



SE X

10.

I1.

Gunay-Aygun M, Schwartz S, Heeger S, O'Riordan MA, Cassidy SB (2001) The changing purpose of
Prader-Willi syndrome clinical diagnostic criteria and proposed revised criteria. Pediatrics 108:E92.
Goldstone AP, Holland AJ, Hauffa BP, Hokken-Koelega AC, Tauber M (2008) Recommendations for the
diagnosis and management of Prader-Willi syndrome. J Clin Endocrinol Metab 93:4183-4197.

Miller JL, Lynn CH, Shuster J, Driscoll DJ (2013) A reduced-energy intake, well-balanced diet improves
weight control in children with Prader-Willi syndrome. J Hum Nutr Diet 26:2-9.

Schmidt H, Pozza SB, Bonfig W, Schwarz HP, Dokoupil K (2008) Successful early dietary intervention
avoids obesity in patients with Prader-Willi syndrome: a ten-year follow-up. J Pediatr Endocrinol Metab
21:651-655.

Morales JS, Valenzuela PL, Pareja-Galeano H, Rincon-Castanedo C, Rubin DA, ef al. (2019) Physical
exercise and Prader-Willi syndrome: A systematic review. Clin Endocrinol (Oxf).

Deal CL, Tony M, Hoybye C, Allen DB, Tauber M, et al. (2013) GrowthHormone Research Society
workshop summary: consensus guidelines for recombinant human growth hormone therapy in Prader-Willi
syndrome. J Clin Endocrinol Metab 98:E1072-1087.

Kuppens RJ, Bakker NE, Siemensma EP, Tummers-de Lind van Wijngaarden RF, Donze SH, et al. (2016)
Beneficial Effects of GH in Young Adults With Prader-Willi Syndrome: A 2-Year Crossover Trial. J Clin
Endocrinol Metab 101:4110-4116.

Siemensma EP, de Lind van Wijngaarden RF, Otten BJ, de Jong FH, Hokken-Koelega AC (2012) Testicular
failure in boys with Prader-Willi syndrome: longitudinal studies of reproductive hormones. J Clin
Endocrinol Metab 97:E452-459.

Siemensma EP, van Alfen-van der Velden AA, Otten BJ, Laven JS, Hokken-Koelega AC (2012) Ovarian
function and reproductive hormone levels in girls with Prader-Willi syndrome: a longitudinal study. J Clin
Endocrinol Metab 97:E1766-1773.

Akefeldt A, Tornhage CJ, Gillberg C (1999) 'A woman with Prader-Willi syndrome gives birth to a healthy
baby girl'. Dev Med Child Neurol 41:789-790.

Schulze A, Mogensen H, Hamborg-Petersen B, Graem N, Ostergaard JR, et al. (2001) Fertility in Prader-
Willi syndrome: a case report with Angelman syndrome in the offspring. Acta Paediatr 90:455-459.

130



BHMT7 . BERITEESR
UTOBRREEHMTRERTHEET DI LARELTLS,

201943 A 2 HL#EH
WPt - AL AR

131



& ¥ 8 : Turner E{EEE Clinical Questions

/B R VE A T

ERALE (GH) RERIITSEEDHEWHEHICEOREEIRT 51?2
108 80 722 GHIR R BRAGREIA 1T D0 2

TSHFA O E R VT AREICBIT 2 A5 0HE, BWERIZH 202
TSIZEB T ACHIEEDIRFEOE =% — & L C#Ed7e b Oix2iam?
BRER L B E ORERES LD ?

IR - IR Ze

TSIZHB T DAL Uit 2 Ede) 28D LA BEZLDLN?
BE & BN DTS (VA 755 TiE, IiFOBFSERIFITHER SN D0 2

NP BREIRAT 21T O . WU ER TN D7 2

WY 2R BT IRITHENL STV D0, HDWIIE D K 5 ZREHEE w8 H 2
ED XD BRAEPENH DG IIEREN LT 2

HHRIC X - THES A TSOAGHEILH D)2

O R A DHE
o ) Zo i EAS PR E ALY
KIMESOHEDWY 2 A7 ) —=27 BLXOE=4Y 7132
(== —, MRI | CT72 &)
K PEAE 2 RO 7= 56 O 2 & BRI H 200 2
TSEFA O R A OHEIX /21T
O MLE R B OFHIE DO FETERE IR 2
) 70 RN PSR 13 & D )7

W E A - R
o TSIZHI L HEHRDOIIEETILRITH
o TSHFEOEIFIL, IRFIEILH D02
o HEEEORIEMEFIL /2T
o HHROEHIIEOREHIEORIEIZ TSI D0
o HEEOBEIEITIED L IR bONH D
BRI IZDWT
o BRKEAEORIEFFIL
o  BERORMINZRTHRIT RICEREAFERWEGS, /WAL R%ED)
FRAIFEEEIZ DUV T
o TSOFRFKERFEDRHIZED LS bDBH 50
o  REMEEDRIEZIERTADICED LI RET=F U T D RED
o TSOFRFMEREDFFEAIL, FREBERE DM ZE DFEHEMEIIT IS FTRED> 2
o HNRML FEH CIRMER. BAWILIE, ENENDOT A 7 AT — VT LT, SO
MEELTEDL IR LD H D

R IR REAR T E
. FENE DREFF 1L 7212 7
o TSIZBITA VU ATINFIXRITH

B PRI
o RIEDERFFITRITH

132



. TSIZBIT A YU 27 [KF 1L h
o JBEIEL LTI L DX

B « EE - B85

o ANEREFRIE D SRR T A 2
ABE D@ R E=2 ) 7 DI EIL?
GHIRHIZMNEIE (B % 5. 2 50 ?
BHRIEDORIEDO U A7 X2 BEEOEMHRET=4 ) VT I3LTEN?
B2 BIFICR DT DI RIE R ARLE A RRIEITED L ) b D) ?
Lelli-WeiliE{ERE & TS & OB KRB OFHIED LKL 72127 2

TR - ARVE CAFRFIEIZ DN T
o LONL, FOREOEIVBKTAINE) (LEASEND, ZKKGFEND) ?
e T RAbuFURAFILLTHEHYARLDIZENN?
o HEEARBIFICTEOTOICRIERRLE CRTEIEZEDO LR DN

Koo ovar:
o JRABEEOLEDLGIIIWVOEIN D RE )N ?
. NZ oYy va rET HRNCKLERERNERE., X ?
o T UTVVaATLARTNERLRVON? BEBNCEEN S0, L0 E . FERhER
EIRAZMELL L7 »)

DE MR- (TS—AXMIC, E=ENRE OFBED & D D MR ns 2 5)
o JRLDOEHITINVWSOTA, FOLIRET, 1795 2 L)
e HOHlZEDDLDIZ, ED XD RERNELE N LI
o BT - YAR—NMIEORE, BiFttatt, BoiHMiz&2 ETHEM»?

ZWr
o LI RERKIERNS HRFIZ, TSEEED 2
NEASERIN

o YURBURRRS DWMERIZE D X 5 BRYAITHEIR & 72 B N
o  COMREFENKR LTI
o  MERRFEHIZE DX D RGEITHLTEN?
A RTR2 I
o HERNITSHEEDLNIZERIC, ED LI RFIETRZkEZLHED H_XE)N?
o NIPTOTSOH/ERTZENCE T 22WOEE., B X OE OMFRIL 2
o HZAERNZTS E W S N6 O 22 %t ix ?
R L SR EAR
o HRILEFHADOREILIE DX 5 RBEAITERD b,
o REEIHCK., RHBHROXYERERBMOEE L, FT-RELZTHILEOERIT?
o TXIZ K DIAIMKEEIR N ORIER I ?

B9 : TumnerfEfFZEE FS> oo a Y
A=
o MAZERDOEDOGBHIINWDOEINDRE)H?
. N7 Uy va BT HRNIMLERERPEE., HEMITRTn?

133



. 7oy a IR 6nonn? (EEFNZETLN D720, X0 M. FEERN
R LT L L)
DI SIIME (TS—ERMIC, E-ENFE ORED & 5 D R M)
o JRALDOEMTINSOIA, FOLHIRET, 175 2 L2 mEEN
o  HCOFHMZEDLTDIZ, ED LD REEBLED LE)
o EY - YAR—NMIEORE, BifttatE, BoiHMhz&2 ECHEM?
AW YR ORI

N

1) IIL®iC

ARVEE BB 2/ NRHIRE R BRI LT, b mUIREREZZ TN D X 00T H720ITBAT
MEROMFIN STV D, BATHIEFIT/NEMER A MEROX v v 72O HEFETH D |
INEHIRIE B IMER B R T BB O AN RO TL H D, BENEERZHM LA LTV 72D
W2, B2 O DZ LOBENPARNEFBE~MTONDS Z EDRLEE LV, T THRFTIN TS
CQ DINFIFTEREZSZITHREEICESTOQ THLHS, ZNHDCQ ZIEFE DR LA L T
(M1, 2, 3)

H = —JEERE I RAT I E R SR R T W i A £ < OREFERIENAE U 5 72 O N2 HER ~DOBAT
ERSEDZEITEERETHD (K4, £,

2) A —F —EGERHEOBBEBLOMHAD Ay P a—L & 7 30 —7 v 7K

2D 10T A IR EICH L CGHIBFERE L, RA~OMBEE L TH—F—L WO KEEZBZ
LI TH D, M2, 3D L)L TENENOKEI DR THI L, FiENZ —F—% L.
ZRTEDLIIICHHT D, FREARANIED LD DRASCYREOIRD Z L BIRZ D EED . AN
\Zfm 2 T,

BEMFR (10E~1THRIAET)  AANBIPREOZET LR TH S, AP ERERT LD
135 20% Th A3, EIIRRIL 5 %L T, ZMERAE S EELZBIGT 5, AENEZ s 7-%Ic, 4T
FVEIZOWT hiAZ D 5, £2DF v 7 VA Neflio CTREOMME, BHIE., RO R
WaeTFzy 735,

A 72D &L INEBRID BRI A~D F T Uy g VIR A LA—RIZW L X i, NERSIER
BCHOIK LB L, BANENGWFEN BN TS TV EORFBE DI O 14 —F—2Le MO R
BH TR Health Care Book] (2008 44 AIZHAT) ZFIH L., 6 W AMNG 1 2T L OEMABIRER 7 +
n—7 v 7S (K4, £1) , ZTRDIRANGWE L OBENEE TH D, FHESORAND
BDFEBROSNEFEMNCAHIRICHEEL, Z2IWBMTHETET AT Y T Lo TND,
RREZZITANBNT572OICFHTH D,

2 3CHR

10 H) #EREf, NEHRIEREEH T2 BEOBITHERICET 2185 BANTRI A HEGE

118:98-116, 2014

2) Blum RW et al: Transition from child-centered to adult health—care systems for

adolescents with chronic conditions. A position paper of Society for adolescent Medicine. J

Adolesc Health 14:570-576, 1993

3) JLR&EM NEHRERBIEREOT &b OB IZ T 7o 2RI K 5 SR~ 3B Y — b
[T EHOEEBITEINCBIT 2 B0 ODHT ] ZERL T~

KBEE TR o 2 —HEaE 55 33 555 1 - 2 757 P. 67-P. 75,2018

4) FEHSCZE) Turner JEMRBEIZIIT DAAEREE  /NERANZWT, ppl89-191, 2009, HIK

5) Health Care Book HA/NRHN WS, 2009

6) HHEEM ¥ —F— RIS A ha S U iR A 74>, AEEE112:1048-

1050, 2008

134



7) BERAE, R, 12-14 5 TSR R hu S UG A BlAG LT 4 — T —IEBRREIC BT D

PRl A kEJZ)\E’E %41 | B A NN WS MES. Mk, 2007.

N —F —EEBEDBE AT Y 1 —)U (mos, 200853

FiE

RERILE>
ZMEFRILE
PR/ FE

TSOEH

FEEZ~D BEA bAEA
%% 2 —F —fEEE, BEER, BEEETE ~HARER
ENERT B
BEER #—
E ARG
REfEZ 2

BEOHA GHIEE MR ILE VBE M (Z DTSR

AANDR
2

—RMHD R

- REEETE EEDEREE

M2 R—F —EEHOREREICH 2B EDODHNT
(IODE=h NEAREEEESOTELOEUICANAZFREBICLATE~BTEE — | [FELOEETEICS 2810
D007 | #FHL T~KESFEE X —3552018 ; 33 67-P.75,4& U 1ERD

azm | L] | TANATE) | EEREET) | en | wAm
' aem [ | 1@ | el | T~ [ o1 | a@~a | el | o~
TR R R ER, T EWRRE EA T, T ERO Mo CEL SRR,
Dzceesite CEWOCULI AT S o
% Jozes B TEiEcios
Ea" Tme \ 5 BRI 5 ITRARI ARG HRE. FEASEI ARS LTI . n
(w8
- tEn]  AAOCBREXER g s
: 2R H RH. FEH., B5H
)\ E 2N t‘ AT BN, OERELORORE FANSOE TORESOE ‘_fﬁLI)L,, ~ LL” ~ TEE], oEB=EAEH.
B3 55 Brang Beans N
ZKA ﬁ'ﬁﬂ‘ﬁ. [Em(d\ Wéj\,"g\ =coatomuin DuEoAse womc sneE Do B EEJ’EF,H‘H E}E)\H\H
CRELEET boyoTRETE o eonc] B 1L E
s A Kﬁ'ﬁ*’l &Fﬁ')\*’l\ 5%4\ B heranoesen: .
= oo oo - L =y ™~ . R
=T Iﬂﬁh‘_ :’fﬂ\ el B3 m\ n OFEECETY
}E:‘r E%/T Z 17 — j] — [F—EBmTnio L1z DRt Do oees @ Tl |05 —EBH
~ 5y S LRI IO [BRARIET 50 S—
CIromee 1 o T, SR £33 OREE 5 2Nl MREH: =
T (noFry (BT REEEMERL. ERCEL DTJI(-.«?Ift!l'&.v-’.:’..-én-! H BG83 ESHRT 5.
5 RIET EoctscoisRRLTIGD (BT ORI 0. B & RRIEY
1o E S W s | RIET CHTTNPp——
e s CTAET L
brd e e ]
L ESORIECR S BHELRE
&
D 7 40 MEERT LN
BLETES
‘/ DS, EEOERI D0 TRATE
R ORT o
i X SRR sk 0 55 | SRR OB
4SR5 2R SHE~OMAR ROINERN CY— IRDSZOMEE. -
|Amnems mozs
iz . BT e e——
2470 &-ma e (5.5 RRBNERS
ETh OFiE0TE. BT EL B ROEBSDENIT &
EHS
- O | EmwEsammanm A oo
O ALARER BT .

135



4 3 &% —F —FlERF D%

+

=

ZEEY

[

bt

Fenl
[EwE T~
=" ;’:.};. YRS O F £ B M 8 11 50

[FZ5 (i£8) ]
L LTOArBAEEEEICD
WTHEREOERET 5,

N

E%Héﬁﬁi%@%ﬁ
[FEH]

i i

[HEALTH CARE BOOK]

hohtl BRs. FE44E10 LB EET

=ET,
AR A A v L ARERERT

FORORE. BRNEOE  Jene -l
& BN

4
S —RE
H

/1314958
C FREAR —F —E{EEE & 2IRR
LB R nBEe SR nS
EL#EFBT 5,

LRSS, FEbLORSESY
F BT EBTED LS EET
Ao

.

GFE. MUY B0 O i, |
CTRETE
[E5 =
% OFEP0Ic, AECOLTORE OFEROLTERNRT 3
. @RTRITSTOSRIES 8 OMHDA (o SRS T
OFERRRFERATS
P BRI RN TR E THITLIE B 5[0 HEALTH CARE BOOKJE
IS H TR AN REERIET S = FE IR SO OHE
1R SRRECRIEE T v 2351 R
51 SRS 775 v f
5 = [}
RIETE

(=8 (518) ]
CREAH—F—EBETHD
ZEtEXDLESIC, FEBICH
By zonflzl s,

\
- 140cm. 4m I AFILE
FefEER, X—F —EREEIZOL
TEHAT 3,

[ R—F—EEFEETHEHZ

& mEEAGFREBEZIT,

FELDORITIEOAPEREICD

ARy 7 Fa—L

s

\t\’(ﬁﬁ?@‘é'%u J

2RUERRR
=mIME

BECRERE
BB
1R

BRE®R

SHEEIL

EEEEE

/ ﬁi )\. \"\
\ TurnerfEfz®:  /
v

—
—

_//

YEEER D

AL

.

BEX
ELREE (RBREEES)
AEIRAERE
LR

REEETE

IEMETS

LERRI IR

136



x1 Y= D 20— 1KHl

(B —F—LEDREREIZFtrHealth CareBook2008Z%&E (C1ERK)

E2/# REHARE BEMEEDF v 73ETE
Rkl B ICARBIRERTOWERDF v V3ET
EmAR HRT R UMTIREE~DEIS
B A PIEL BITHEETER

iRs: 4 1£¢

B {RARHERE 1F¢

BMI 1=

BEE IETE

DIMEES 3EZE
AR/ BEmE HEICELET

BHEMC-241
RABTFzoIUANHE) &m( JBAB( )
|-7-x’19!lE I | HOBE| LA | BRELL

|asomstE-TLETH

KIOLTOA
- - AMEBHTOS A DY ET 7
IMOBREN>TVETH
- ROBIERER->TLET S
5|@BLAHNIZLSRNEREM>TLET
GRTRBOHDT
» S|ATTORRRBONBEM>TLETH
EHN-KEMOREER 7|5 RIS DLV TEMR Sy I EBLI-SENBYET B
F— |G EEBORRET AECEHETEZT S

slasoESRREEALTLETH

10[BRMIBSTHES LN TEETH

ESFLOIZa= -3

1| BRSSO RMIZFRDENTRETH

12|85 THAEDFHER>TETH

BfE<FTYFRESHTEALTLET

BULI-RB-tAOS TR

14|BRETOXBFRIDHYET

5|MEOEEMEDAIZELETH

16|REB S TRBLTRATLET S

BOOER 11|RADBE~AOEHETABLBELLCEEBYETH
18]
19
20]
EHRraAME 21|
2|

23]

Tokyo Metroporitan Childtren's Medical Center2017/9/15

&#} 10 : McCune-Albright syndrome (MAS) Clinical Questions

137



2
L]
L]
L]
L]
L]

WriZ->uW\T

- B R 1 e O PEBIAR B O A i 281 E 2

R MARIR CER T L VEE B EEIETE 2 F O 72 GVASFRNT DJRIE & R 1L 2

ReRg. B, MERR. AT L mEIREA 2506 B NS WAL 2 FV N 7= GNASHERT D SR & 55
GNASTEAR 1 & RBUAL & OBSEX 2

GNASE R A 7 R L RBA L OBSE T 2

2. REN 7 = A LEE

ZRMEDRIE T 7 = A VEEO B DOIEFNCIS 1T 5 GVASE BIGIHEDOE & 1% 2
T FRAEFE D i OB 2
TR FREI RS & M D B R B D FSEFE & 1TARRE T 5 2

IR OF N LRI R

3.%%$@§R&W

PERRHEVE B B AUE O 2 DIEBNZ 31T D GNASE BelGit D ElA
%ﬁﬁf@mw%uﬁwbﬂﬁ?
TR FRCE R & i oD Bt DRI 0D FELSE B & 13AHBE T 500 2
BT OB LAk & ORE T ?
BRIINHFE DO HZINE & 2L ?
JRAIA~D Y BRI L DR Y v E A ST 2B & 1RRIEIL?

4. =7 R b e IR AR R

H AN BLFENE O A DFEFNZ 31T D GNASE B DO EIE 1T 2
@%@EE%@@&%@%%@O

) R b ARG R R IE A~ T T 2 EE 1T 2
AN H BT EOREERL 72 D/ 2

AEFHRE

PARRAEHm IS 2

ZIR—A~DOT v~ Z —BIHFHKRN L LMEARNVE O Z BRSO RNE & 2 arhid 2

BIRA~OFMARNE SR E 7 v~ 2 —BHEIROG M & ZatkiT ?

5. YERLTE S WaEE

SEd L IE D Fr DIEBI ®f6M%%E%@®%émO
ﬁ@%fﬁ%Aﬁﬁé%é
TEARIIE~BITT D ES
yv%%&%V%ﬁ%@%%@ﬁ%ﬁkfé@@?

6. CushingJiEfBERE

CushingJEERED I DIEBNZ I 1T D GNASE FGEDEI G132
H AR~ 2 S5 O R T 2

AF TR N aF S — L O & R ?

I AR O e 1 2

7. HUIREREERETHEE

Tﬂxﬁ%ﬁ%@@®$%%%%ﬁLﬁ®A®ﬁm BT B GNASE RGO EIG 1L ?
FORIRAS A~ T3 2 B AT

ﬁﬁ%TW%/A&miimﬁﬁieﬁ PEIT 2

HURBRFE A o e, I, e, aetkid e

e g U RIBEOMIG, KSR, Aot ZetkiEe

138

R



8. % DD B AR A

FET N a— W MEFROEIEE, T#H., BRIEIL?
HLERY =7 OBEEE, T#H, RFEEX?
HEBEYROEERE, P&, HRIEX? s

JRA OEREE, TH%, 1REEIE?

ER DEIEFE, T1&. 1RIFIEIT?
OAREOEIEE, Tk, IRFRIEIX?
SENREANEEIROBEIERE, T, 1REIEIL?
ELEOEEE, T, IRREIX?

M/ REERBIR F O FESEE, T4, RREIL?

FNREFE EE D EAVIT CVASHEREL B2 X D ERIREUE D127 2
) TR B HE TUESE | X GVASHRRE 28 212 K A R IRIBE D 1220 2

9. BATHIEE

e NZER D & DB OEBIT T X ) 2
BATRNZ LB 22 HEf 13 2
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&# 11 : Bardel-Bied| fE1%# Clinical Questions
Bardet-BiedlefEERE (BBS) 7V =H N7 ZAF 3
o BWEUET? WKBZWIN AL THIHN, AELALEN? (EEH)
o RIEMIEIX? FHAELELEDON? HEHICEDZEVRHDHDN?

o HRIZMNC EATRIEENH DL DN

(a) Z450E, MABEEAREMIE, ZERE, EHOW OEGT HKEE
Alstrome syndrome 7¢ &

(b) LAFOJEIETIE, BBSOEERETICEREA T HHANH D7,

FEIBBS & —HB 72 5

Joubert syndrome
Meckel syndrome
McKusick—-Kaufman syndrome
Leber congenital amaurosis

Senior—-Loken syndrome
COACH syndrome 72 &

o FEEEMLETIZEARLONHLON? (BE2)  FEIMNE L RSB E
o BInTMHTIZNAEAN? BT OAY v MI?

o ZIRIELISMCED X D AR/ FRIFENH H DH?
o HABABELEMIELIAMCED X 5 RIBFRENH D D)2
o ZEIBLIMIED L I BBIRENH DD

o IMEZREE, MARMEREIRTIEICRI L T
(a) MERINZ K DEV L ?
(b) BiElcBT HIEEIL?
(c) ZMEICBT HIBHIL?

e BBSEEZLDIIICT7 A —L TN REIN? ZRFEO#EBEL 2
o XMERIELISMNG, FFRMNIIBFRIETH D002

(a) MM PEIEICE LT

(b) BRE, BAEICE LT

(c) PEWGIZEI L C

o BInTIREEDAHEMEIZ ?
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<#&F1> PMID10874630
Table 5 Modified diagnostic criteria

Primary features

Four features are required to be present of:
Rod-cone dystrophy

Polydactyly

Obesity

Learning disabilities

Hypogonadism in males

Renal anomalies

or

Three primary plus two secondary features are required of:
Secondary features

Speech disorder/delay
Strabismus/cataracts/astigmatism
Brachydactyly/syndactyly

Developmental delay

Polyuria/polydipsia (nephrogenic diabetes insipidus)
Ataxia/poor coordination/imbalance

Mild spasticity (especially lower limbs)

Diabetes mellis

Dental crowding/ hypodontia/small roots'high arched palate
Left ventricular hypertrophy/congenital heart disease
Hepatic fibrosis

<E&¥ 2> PMID29487844

TABLE 1 | Known ganas causing BBS.

BBS type Gane name
BBS1 BBES7T
BB52 BBESZ2
BBS3 AR &
BES4 EBES4
BBSS BBS5
BBSE MKKS
BBST BBS7F
BBSB TTCS
BEBSO EBBS9
BBS10 BE5TO
BBES311 TRN3Z2
BBS12 BES5T2
BB513 MKST
BB514 CEP290
BBS15 WoeCe
BBS16 SOCAR
BB317 LZTFLT
BBs1E BEIFT
BB514 127
BBES20 IFTiv2
BES21 CBorf3r
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&H 11 : IMAGe fEf&ZE¥ Clinical Questions

2 1) =hILY TAXF 3 > IMAGe syndrome
. ERERFER
1. FERNFEEEE (intrauterine growth retardation: IUGR)
AFDRIZEHEITS IUGR DFEEIL?
IEIRP DEMAFFRIE? (BAREHHENEE. IUGR HIHE., BEEOHENL L)
2. BRIWEMBRA (metaphyseal dysplasia)
BIRE M REDSEE L ?
BEiH4 (Osteopenia) A HFDIEREIL ?
3. %XHEEIBIERAL (adrenal hypoplasia congenital): BIBAFLER. REBFLE
FAERFHEAE 2
BB TENEEEF?
4. SMEBREYE (genital anomalies): S/ AR, RETFHLZE
o FRTORETH. FBBEE. YAV ORZRDEEF?
o EERETHALAEAMELN?
5 Z0ih
=23
o HAZRDEERNEEX?
® GH 7ibgElE?
® GHRILEVEBE~NDREIE?
o EKRERIE?
o BEHRXBHIEEN?
BE3R (EL%'RED)
® RIAEEHOARE (HEE) (X7
o TFTHTLEWLWRREDAERE (HE) (X7

®  Smalllowsetear DEHE (BEE) L7

& W=AMOEER. /INSHFEAE Siver-Russell FEIXRBFFRDEEIRDE &
R PRFE

o FIMIFEEZELANLEF?

o (EFRm@E (DEM@E) TOMEFGELHN?
EREE

e RBULWFEOHEEF?

®  Craniosynostosis D # &l ?

o {AIEDHEL ?Slenderbone DHEIL?
HWETFBODHEEIL?

Il. REFRR
ETOREIBRERILEVDIET : BEFIORELNH D
(1) mehaLFJ—ILDEHE
(2) M7V RRFOVDIEE
(3) mFEIBHT7 > FRASTUOEE
(4) ACTH AFRERTIRTHREIBRERLEVOSBHET
BEFIDOFEIL ? BRAB CREERIGE R LIZIGEZEEN LT IO ?RIBRERKELZDRH-L DDA %
BEFEHY ETEOM?
mrh ACTH =&
3. ERZHICXIEIBIERBRDIIA
BB ERBROSEHNA RS & UREOERZEAIL ?
4. XBICEIIREBFOEHRWELRK
BEEAROMY DT ULREFELHIE?
5. BALVILREZDRDHIEENHS
& SHILVOLREZRODHEE. BIURKHIK?
o RTEE. BHEDAEMEEE?

-

e
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o MFAILIHLEEIX?
6. BFEROEE
BEZROLIEEII?EEDETERRTI5ON?2 ERTNRT 50N 7

. ;B=Fe2
Cyclin-dependent kinase inhibitor 1 (CDKN1C) BinF (BB ZLER)
® CDKNICEEDREMDHEEZEDNDLSICT HM?

IV. Br4VIEH
DAX1 BEE
SF1/Ad4BP BHE i
ACTH RiGFE (AIFV—ILEE. 7ZILFRTAVIEE)
KX RA FiBRRE

BE, JrA—7v 7
1. BIBFRZE
o FIBFRLAEIZHT., IMAGe EIZHEEDBET 5mhH5m17?
o HEsEDODEZREIHIMN?
® XILAEDFERE. hDAEEE?
2. BERILEVARE
o HERILEVHBIZEEMN?
o HERKRILEVAEOERMEE?
o BEFRILEVEESEE (SCAHEESRDARETUHLOMN) ?
0 HERILEVARERICKDIEHMHEZLZLIN?
3. NHEBEEDARRE
o HSNMBEEDABIBLT, IMAGe EEHEENEET HENHEIMN?
4. EBERSERAE
o fAZE, REFEATRLEEDEHENRRES LUV I74+0—7y TOHEEIL?

BEADVEYVY
CDKN 1CERZRIETCEHUVEBIZHT D hoow U552 ES5THM?

Genotype-Phenotype correlation
®  Genotype-Phenotype correlation (£ 3 % D hHs ?
o EIBFRLZRHLWRETHA Siver-Russell FEIZEE 1 IUGRHE & R/MERAFD KR T COKN1C Z£E (BH%
TLIIL) BEESNTLSA, IMAGe FEIEEE CNOLDREDA—N—Z v TELEDLSITEAT HH
HFIZT7+0—T7 v TOAFREIZDIT)
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BATHIZTA K Prader-Willi JiE R

RBxREFERE > 2 —  fHed - Aows Ik ER
FALRFAESH NERBEES: RIS

MR RZRF RS EAIITER BEIRIA - NI REF
il

EARER R NER FET )

RBRErERE 2 —  Hfkds - WOwe (zm 2

1. BLA B LOYRE

[7%HE4] Prader-Willi JEfERE(PWS)

[FRE] PWS (% 15 FYetafk q11-q13 SEIRICNAZE T D MEHFR OBIAF OMREIERIC L W £ U D, 156 FYefa
& q11-q13 FEHIO R KIZ L D OB 75%, 15 FHAMKD 2 K bR TH 5 RHE UPD(maternal
uniparental disomy)iZ X5 & D2K 25% Th 5, FNRFEKE LT, 7/ 2RV iAKZEZa L br—/LT 5
imprinting center IZE®F 2 HT 5560 HY . ZOHEITRTFORBIZET 2 BMHRBLETH S, PWS
135 15,000 HAEIZ 1 ADFAET, MR, AFEZEITR,

2. /NEECBIT 5%

ek ]

IR PICIRENDOIR F 2788 5, BB (7 —F > IO, ROFIEER, FTREXoOfkd), hSRTF
B, EEARIEKT, REFHAR, KR, MEISEIRT, IRBIRE (WRME, T, =l L), Mgk
FERITHRIT D X 5 72F). BUE D] -5 Z (skin picking). #HEI7RZFEITE) - FEMERZRD D, HIK FEO
BEERENZ O DRIEL B DD, LUTICERBIORM AT,

1) A - 3L R
AEARARR . WFLPRTE . EEVEEEN ., BN 20 5, WIEEIG LT, BERELLELTLHE
LD, BRTIHERBRSI 7 aX=208 90% L FIZiE» b,

2)
IR L0 BHOTHEIC L 2MENHB LIZ LD 5,

3) /N
WENT L hr— L ENRWGEE, B ETT 2, RS MR RE - ATEV R R, EE. 27200,
EEIROITEY, YRE. HE(4. skin picking 72 E)YRNHE LIZ U ® 5,

4) BRI
A 2 AR R - ATENSR T 2350 < 72 > TS D, JRIEISAE O BEIRIN O FIE BN L TL %, PEPEREIR T2
K42 “IRPEBORIER, BIERLARTERRIAETED D,

W ORHY & RAE]
BrAERMNICHERIRR T2 ZBII2E SN D Z EBZ00, WTOERE THLR2E L) D[1]. JEREEL
DEHNZ DM %, BlERAIICIEL, A F/ALRBRIC LV 156 BYL AR D PWS BAEFEICACH KD IEA F /11 DMR
(AFIALRIEREE) AL LRV Z EAVRES L, PWS OfEEZRT & 785, £ D% FISH &7 & & v
TEZORKRERKET D, Ll AF/MEREZRRZIE TIT 9 Z &N TR0V, HEMITIE, PREGEHE
THFTRIEE T D FISH 52 EITITWRKROAEL MR T 5, RKRZBOLRWEGEIZ, A F/ERARZIT O
(BFFRE LNV ORA), 7 2P =/~ UIERE T HRIBAL (REBIH SR OYAR) OXREEZRBDD LB H D
7, BRIER ORI EEZE TH D,

[RGBBLE D 7= 0 DR A 1]

WS D REA O 7 3 O (MR FAT & FEIROITAT 5 o MRS BN M ORI 44T 5 7 00\ ke s & TR
79, GH I EAT> TV BEAIE, 2 ORNER OO OB BT 5, BREUIERIC L, ke
A AAT 5.
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[1a91E]

PWS (25619 D HRARHI 2R G RIEIIIEAE L 722\, B O TS & AT B E ~ D% G e b KUI T, SLIREA RIS
SR L D2EH T 0 7T A0RFT, FZ EORGEIT) ZENEETH D2, RICEDT 0T T LER
‘a_‘o

1) &Rk
I 6 ORFFREII T ARTH D3, 4, LavL, R THEESHAEEOZD, RFRIEITIN
iz bbb, AYDORSTY LEAHOBMNELETH S, LLUTICHE Z & ORFRIEDRME =T,

FLEH : BHEIEDER T D=0, BEEOHRIC LITUITREXRENLEI RS,

D Z ORFHNCITIE R GE D, HFEIK/WF“—E’ﬁ (cm) x10kcal # HZ L L, &EH., X I, 2
XTI D, BEONL—NLEIRIZHZ, B ~OBERLHE LE 2 Fa—/L LT < HEfE
35,

FHH SRS OB FIFREE G T D, FRICEBRZHEM L THLO WL, fHESCA RV FNEORFED LV
DOREET D, MEITEINIR L THRBLE & ISR EE 2D,

e @A BFEICOVWTRLRZ A THA L, REMK T ECICEERIEEL S5 L 91275,

2) IEENEE

PWS Ol « AR R U2 %9 2 TEERIE O PEN S STV (5], 99V AT, FEEEFH T Lo Tk

L TITHO ZEDREUITH D,

3) EHRLEL (GH) 1HE[6]

B SD A7 H3-2.0SD LA FD PWS (25 L Clx, GHIRIEDEIS S 5, GH IGRIL. FEINER LISt
W2, MASHERR. SEENRE. ZNAE. PEWREEREA ET D &ﬁﬁiéhKW\oPWSTiW%%ﬁﬁWML

RN LTV DA, GHIBHIC L v k&S 5, PWS IZRBIT 5 GH iBHR&EIT 0.245mg/kg/#H T&H 5 A3,
GH IBHIZ X D RMKIRCT 7 /7 A4 RAIER L, MR 2 B L S &5 AREMER H D70, A& CRERE) »
5 GH ZBtE+ 2 Z LA TdH 5, GH BRIARTICIZMEIREEDFHE N HER S 5, 2ok, BREOE

OF, EEIEHIL GHIRROEE TH D, GHIRETIL, M, HERHEF R EOAIHECHT2E=4—%
EHENCAT O,

5. BATH - BAHNC T 2 —fi7e

[3=72E K]

1) B - NS S RIS B2 5, BFICEH2BAEFOEHINETSH S,

2) MERRFRREIRT « EARMIORIEK, BIE, RERikA a0 5, TEBFERER T ISR 5 B HERIE 2 780
Do KMETIIEAREZRDLLELH D,

3) TTENSH < KEER @', RAEITE), SRIERITTED, M. SISO picking, TEENEE 2580 5, HEM
FRIVERE 1T REE UPD I 2\, FHERIZ 30 s ZA L D B HAEWTL 225, &%iéf%ﬁﬁéo

[&ﬁﬁﬁ@t@@@ﬁ&)

JEG DOFEAR 0 72 912 DXA 72 £ % W ARG 2 E 0T 5, S S OAPHE TH 5. FERIRE.
%mr%ﬁﬁﬁétw@mwﬁﬁémﬁm_ﬁoom%mﬁiﬁw%ﬁﬁ®mwﬁﬁ%ﬁ9 @%ﬁﬂﬁw
DEREOFH AV E R GHA L H D,

CEURED|
PWS (243 D IRAR 2 IRIRIEIT 2V, MEMIERE DS, FMECEERAL B O SHRA L HE LT 5 BlihH)
SCRARHI NG| & ot & B E 72 B[2]

1) B - NN S X feE . RERIE - BERIEN TR E 0D, GH IR LRI B 5 2 L s
WESNTEY[7]. GH PRI OEELA L0 WEEIC 2D, £, PRE KT D L RIITER) &3
WY BRI DAMO ST HH < R0 JEEAE L LT,

2) MERREREIR T : METHIUIEFRILVE ORI EIT O, WYIRARNVE I EEE ORI L EET
oo, WARNECMAOBRIL, TR - FHEROBLICEENLETH D,
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3) ATENRN - FEMER - ATEVRE - FEMER ORI S —FERETH L, HIMOEE (F
BE, XEMARE, MEEELROBAE R L) SMEIEGZ I B8 OITEREIZIS CIo s 2003 g
Do 1272, FERNEE LG EIE, HHBREOEGEICL2MENEEND, FMEOL &, LEITGLT
TR EAT o, WE - MEHLORAIICEL EFTORWEIMEZ —E L TS TE 2MEHE DAL
rEhb

[&0HE L Zoxtis)
PWS BE DT ORI & L TiE, RIS EE S T2 AR 20 DA 2IZERT 5 Z LR,

1) BERIA, mflRIUE - RERIE, EERE, EWREZIT O, BRMIZ 20T A0 08NT 5 2 L3 H 5
NTWD, FEMIEEER OO, FERIROEH BB Z1T O 2 L BRREERE A1 L0,

2) PAERRGRE - miflE - REEPLE & b2, LIS CEMIRIEZAT O,

3) MEENRFEERENY - PR REE L2 AU O DHERERE X PWS OSERIC/R D720, FMHREBITEHEETH H, &
FTS U, KIE CPAP DB AR E#AT 5,

[(BiTIcd T > TorEEA]

1) PWS BEHIBRBEDOLbA~DHIENEF TH L7280, RRFEREDOZMRITEFE~DA P L ARKE,

2) BOHE, IERDBBILIC DT D720, BEROBHPNIZZ T O0EN DD, TDI2D, fb& 72 HEMDOLF
FERER Y — AV =0 —, ZXEMHRA, BERAERE 000D ) BBHATH D,

3) BLbns, EREORMRITEEIAT O LENH D, NER TRz HITIER - BEOBREZD LT OER
RIND . RANZERBM O ANERI 252 5D, BABRBA~DOZZ 2 kD T <,

5. ANt

PWS (2315 D PERRBEREIR T3, BUR TE ORISR RK T 2K =TT R b o o PEPERBEREIR T 024 T2 <L A
FEMEME IR REIR T DR D> TND Z EHME SN TWVAIB]9], BMTIE, FHBRICERNT 2HER L H
Do LU, VERRBEREIR T OREITIIMEAEDR H Y | FEHEIEIR L2 PWS ZMEo @S b & 510, 1], PWS %«
MORBENEEZD & ARTVIODOEEG 2 BAF Y | MBETHITRFELEPLELR LGS H 5, PWS
FPED AN 2 AT LT S 13 D IR D AFE L2,

6. /NIRHENDRABERHE~D A vE—

WY 72 ARSI S IR 2 SUE PWS BB OAMTHRITELE T, R ERENLD D120, (FED
NIV ETHY | FICKEE T A ASFO B ETT, BEDNFFOITEIRENE U DB I L2 T2,
HEATEA~OEISIEHE LT, PWS B ITBIEE )T, A2 0b R AR E0ELWEMEEZA L T
F9, ZDL D RBEORMEEZIRE L TR T UXEN T,

7. RABERNS/NERE~D A v E—
R APWSTIEZ < OERITGH, MHRRR %2 S TN WAIREE, B ICBEE L2 RE 72 & OB 0HE, R
M7 EOIREPETNIATON TV RN ENRZVRILTT, ZORKITESITT A, RIECHEEEDO T R
b7 U AOMME, IGEEORBEH OB, KRR CTH D MEIR - fTERE & FIEICEI 2 EOR
X RABIERNCB W GHEYIZRZIT AR 2N ERRERERIC/R-TND EBEZLNET,
ANDEE, TPy a v OBIZIZENENOEIHEILIS LRI TCO 7 A+ u— RN E 27 ) £9
23, W IMCHBE A OFE NS E 2R GA 2L, WOWMGHBI DA ER L 22 O EYITH 5 — T, BIEMIZIX
HUILIRBE ORI, FIEOR L, SRR LI2 L > TERNCZ 2 61, BERIFENEROR R & /NERE
E DB IR EOFRMIHIEN MBI L EZ HLET,
F TV va VOB NERIORETICLE O X O AR O A CEREES . THATEL £
TICBRE S A, ZFBED ZHFEEZERO THENWTEL O L EER A TT,

8. H=pyflE

[2L22] BEZAICER L Tid, HUIRO SRS (CEEBIRE R L) LHONUOMRL, MSZ2RD D Z L NEE
Thd, FHRAEETIE, MEREORFH CORENLETH D, BH, FIRE, RKELEHEKEL, PR~
D72 FNEZAT Do

[8£57] BEOTICBIL TH ., SR LET, WEEHRR E2FMT 5,
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[ R Sl ]
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Do 212U GHIBRZAT 5 BB Zid, HERGHIBIR O EL - T HEN D D,

WL OMOITEMIFIEEIT > T DA, Bikoxig &7z

HE EIR P BRI (FEE W)
LIF Zfiied 6. BiRkoxg L7 s
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