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CHH/TPOM ITPA/TEPA-BUTITH

Cunopom Ilpadepa-Bunnu (CIIB) — smo cenemuyeckas anomanus,
npu KOMOpOU Npoucxoosim usmeHenuss 6 OAUHHOM niede 15-ot
xpomocomel 6 nokyce 15q11-13. Cundpom ecmpeuaemcs cpeou
npedcmasumeneti 6cex pac u 8 pasHoll CMeneHu Kax y MyJHcHuH, max
u y orcenuun. Pacnpocmpanennocmo cunopoma — om 1:12 000 oo
1:15 000. Yacmomnocmov cunopoma y HOBOPONUCOCHHBIX NOKA He
U3BECHIHA.

Jna CIIB xapakmepHbl NOHUIICEHHBIU MbIUEUHBIT IMOHYC, MANEHbKULL
pocm (npu omcymemeuu iedens 20pPMOHOM POCA), KOCHUMUBHbIL
Oeghuyum, HenonHoyenHoe paseumue Noa06bIX OPeaHo8 U Opyeux
NONOBLIX NPUSHAKOB, NOBEOCHUECKUE PACCIMPOUCMEA, HEHACHIMHbIL
annemum u nOMpeeHOCb NOCMOSHHO eChtb, OCOOEHHOCTU 0OMeHa
8ewecms U pacnpocmpanentas CKIOHHOCYb K OACUPEHUIO.

Hoesopooicoennvie ¢ CIIB 6 bonvumncmeae ciyuaes umeron MeHbulull
6ec N0 CPasHeHuIo ¢ ONUMETLHOCIbIO 2eCMAYUOHHO20 NEpUood, d
maxoice AGIAIOMCS 2UNOMOHUYHBIMU, UCHBIMBIBAIOM MPYOHOCHIU
npu 2nomanuy U 061adalom HUKUM IPUPOCMom 6 eece. Bmopoii
XapakmepHwiil 0151 CUHOPOMA NEPUOO — MO YPEIMEPHO AKIMUBHBLLL
npupocm 6 gece, KOMOPbLIL HAUUHACTCA MEAHCOY 2-bIM U 5-bIM 2000M
JICUBHU U ONUMCSL 6CIO JICU3HD, CONPOBOACOAEMbILl NPodIeMamu,
CEA3AHHBIMU € UPEIMEPHBIM  aNNemumomM U HeobXo0UMOCbIo
HabI0O0amy 3a 6ecoOM Mela, a MAKIICe ¢ NOHUNCEHHOU u3UIeCKot
AKMUBHOCTBIO U MUNUYHBIMU NOBEOCHUECKUMU PACCIPOUCBAMU.

Kuszno  mooett ¢ CIIB  ocnooicusiiom  ewje  u  XapakmepHasi
NOHUdICeHHAs  00Nesas  UYBCMEUMETbHOCY,  NAPAOOKCANbHbIE
peakyuu Ha JeKapcmed, PAcCmpoucmea  GeHMUISYUU  J1eeKux,
paccmpoiicmea  J#cenyO0uHO-KUUEUHO20 MPaKkma, Omcymcmeue
PBOmMHO20  peghiexcd, Kak CUMPMOMA  OONe3Hell  JICeyO0uHO-
KUWEYH020 MPAaKma, U HecmabuibHas meMnepamypa meid.

YV nuy ¢ CIIB mocym ciyuamucs onacHvle Ois H#CU3HU HAPYULCHUSL
@ynkyuil  opeanuzma, Komopbvle CUMPMOMAMUYHO  GbIPAJICEHb
€nabo, 0OHAKO NPOMEKArOm ObICIMPO U 3JOKAYECHBEHHO.
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Ilepe6oo ¢ anenuiickozo A3vIKA:
0-p Dee bliienane-1Lnux.
Ilepesoo ¢ sacmonckozo A3vbIKA:
Anna Hogux, MSc.

Ilepe6oo u KoppeKuus mexkcma 6vl1nOIHEHb
006posonvro. bnazooapum IPWSO 3a npaso
UCRONB306ANUA OPUZUHATILHBIX MAMEPUATIOE U
neuamu opoutopel.

Jlononnumenvuyio ungpopmayuio o CII1B na
PYCCKOM S13bIKe MOJICHO NOIYUUmMb HA caiime
Dcemonckozo obugecmsa cunopoma Ilpadepa-
Bunnu: www.pws.ee (8bibepume 6 meHo pycckuil
SA3bIK).

IIpu 603HUKHOBEHUU OONOTHUMETLHBIX
60NPOCOB, OMBEMbL MONCHO NOTYHUMb Y
meduyunckoeo koncynomarma IOCIIB 0-pa
Dee bliienane-IlInux (men.: +372 731 9582)
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Cooeporcanue

Pucku pi1s 310poBbs — 00CTOATENNILCTBA, 6
TpedyIolie paccCMOTPEeHHsI IPH OKA3aHUHU
PYTHHHOI HJIH 3KCTPEHHOI NOMOLIH

PexoMenauum 1J1s1 OlleHKH PaccTpoiicTB 9
JAbIXaHHUSl, CBA3AHHBIX CO CHOM

OcTpble :Keay10YHO-KHIIeYHbIe paccTpoiictBa 13
MOTYT OBITH ONACHBI JJISI KU3HU

Puck s 310poBbsi: 14
npod/ieMbl € ;KHBOTOM MOT'YT CHTHAJH3HPOBATH
0 DoJiee cepbe3HBIX 3200JIeBAHUSAX

Anecte3usi 4 cunapom [Ipanepa-Buim 16
PaccrpoiicTBa nbixanus, Habarogaomuecst npu -~ 20
cunapome Ilpagepa-Buiaim

Cunapowm Ilpagepa-Bunnn: 22
KJIHHHYECKHE PHCKH /ISl 310POBbSI ¢ TOUKH
3peHHsl XMpypra-opTonesna
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Pucku i 310poBbSI —  00CTOSITEILCTBA,
TpeOyollne PacCMOTPeHHs] MNPH  OKA3aHUHU
PYTHHHOM MJIH IKCTPEHHOM IOMOILIH

Ilpu neodxooumocmu cesxicumecv ¢ Accoyuayueii cunopoma
Ilpaoepa-Bunnu (ACIIB-PWSA, CIIA) ona mozo, umoowt
ROYYUMb OONOTHUMENBHYIO UHOPMAUUIO, 4 MAaKiHce Haumu
KOHMAKMbl CREYUATIUCHIO8, KOMOPble MO Obl 6AM HOMOUD.

AHecTe3usl, peaKius Ha JIeKapcTBa

IMaumentsr ¢ cungpomom [lpanepa-Buiumn Moryt pearupoBarh Ha
CTaH/IapPTHBIE JI03bl JIGKAPCTB M aHECTETUKOB OTIMYAIOLIMMCS OT HOPMBI
obpazom. JlekapcTBa, oOnaarone ceaTuBHBIM Y(PHEKTOM, HEOOXOAUMO

UCIONB30BaTh C OCOOOH OCTOPOKHOCTBIO — MMEIOTCSl JAHHBIE O
JUIMTENFHOM W UYpe3MEpHOW peakliH, BBI3BAHHOH JIEKApCTBEHHBIM
HperapaToM.

Anecmesua — http.://www.pwsausa.org/vesearch/anesthesia.htm

IloGounble felicTBHSI, BBI3BAHHbIE YNOTPeOJIEHHEM HEKOTOPLIX
JIeKapCTBEHHBIX NPenaparoB

ITarmentsr ¢ cuaapomoM [lpamepa-Bummm moryt pearumpoBate Ha
CTaHIAPTHBIC 036l JICKAPCTB M AHECTETUKOB OTIIMYAIOIIMMCS OT HOPMBI
obpaszom. Jlekapcra, o0nagaromume ceaaTiBHBIM (PdeKToM, HEOOXOAUMO
UCIIONIb30BaTh C 0CO0OW OCTOPOXKHOCTBIO — TIPH  HCIIOJIB30BAHUH
CTaHJAPTHBIX 703 Yy MAIMCHTOB MOTYT HAONIONAThCS JUINTCIBHBIC H
HEOIpe/IeNIeHHbIe peakuy. BomsiHoe orpaBiieHHe HAOIIONANOCH NPH
UCIOJIB30BaHUH KK aHTH-/IXY PETUKOB (B MX YMCIIO BXOJSAT U HSUPOTPOIIHbIE
BEIIECTBA), TAK ¥ TIPOCTO MPH YPE3MEPHOM YIIOTPEOTICHUH BOIbL.
Boosnoe ompasnenue — hitp://www.pwsausa.org/support/water_
intoxication_alert.htm

Boicokmii 60J1eBoii mopor

OtcyTcTBHE ecTecTBeHHOW OoneBoil peakimn y mnamuentoB ¢ CIIB
MOXET CKpBITh HAJINYHME Y HUX MHPEKIUH U TOBPESKICHHUH. 3a4acTyio
naipeHTsl ¢ CIIB  HCHBITBIBAIOT TPYAHOCTH ¢ JIOKaIM3amued Ooir
Y HAYMHAIOT JKAJOBaThCsl Ha OO0Nb, KOIJa MH(EKIMS yXKe 3allylieHa.
ITosToMy 3aMedeHHbBIE POIMUTEISIMU/ONECKYHAMH W3MEHEHUS 3II0POBbsI
pedeHKa UM ero MOBEICHUS SBIISIIOTCS ONACHBIMU CUTHAJIAMU U TPEOYIOT
Pa3HOCTOPOHHEr0 BMELIATENIBCTBA MEANIIMHCKOTO NIEPCOHAIA.

TpyanocTu npH AbIXaHHU
¥V nauuenros ¢ CIIB HaGnronaercst NOBbILIEHHbIH PUCK BOSHUKHOBEHUS

1 Péso WWW.ipWs0.0rg
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TPYAHOCTEH TP JIBIXaHWH, OCOOCHHO B Cllydae HAJIMYHsl HHEKIIU.
OO1iast MplIeyHasi TUIIOTOHMS, B TOM YHCJIE OCTa0JICHHbIC TPY/IHBIC
MBILIIBI U AITHOD BO CHE, MOTYT MPHBECTU K OCIOKHEHUSIM JIbIXaTeIIbHbIX
paccrpoiictB. Kaxrplif, y KOro HaOMIOIaeTcss 3HAYUTENBHBIN Xparl,
HE3aBHCHUMO OT BO3pacTa, HYXIAeTcs B MEIUIMHCKOM OCMOTpE H
UCCIICIOBAHUSIX TSl U30aBJICHHUS OT OOCTPYKTHBHOIO AITHO? BO CHE.
Pexomenoauuu 01151 OUCHUBANHUS COCHOAHUA ObIXAMEIbHBIX
paccmpoiicme npu CIIB — http://www.pwsausa.org/syndrome/
RecEvalSleepApnea.htm

Jvixanue — http://www.pwsausa.org/syndrome/respiratoryproblems.htm

OTcyTeTBHE PBOTHI

V narmenTos ¢ CIIB pBora Bo3HHKaeT penko. JlekapcTBa, BBI3BIBAIOIIHE
PBOTY, MOTYT OBITh He3()(PEKTUBHBIMHU 1 IOBTOPHBIE JI03bI MOT'Y T OKA3bIBATh
TOKCUYHOE JieiicTBie. B ycinoBusix runepdaruy, npu KOTOPOi BO3MOXKHO
yrnoTpeOieHne HEeMPHUTOTOBICHHOM/HEIOBAPEHHO IHIIHN, MUCIOPYCHHOM
WITH TI0 KaKUM-JIHOO IPYTUM TTPUYUHAM HEPUTOHOM VTSI YIIOTPEONeHUst
IIWIIM, OTCYTCTBHE HOPMAJIBHOTO PBOTHOTO peduiekca IPUBOIUT K
TSDKEITBIM ITOCIIEICTBUSIM. PBOTa MOYKET yKa3bIBaTh Ha OMIACHOE TSl YKU3HU
COCTOsIHHE/3a00JIeBaHHE.

Tskes10e 3a00/1€BaHUe KeTYIKA

BsnyTne xuBota, yBelIMUeHHE )KUBOTA, 00JTb W/UIIH PBOTA MOTYT YKa3bIBATh
Ha OIacHOE ISl KM3HU BOCHAJICHUE XKEJTyKa WM HEKPO3 — TO €CTh Ha
Ooe3HeHHbIe cOCTOsIHUS, KoTopble y Jmil ¢ CIIB Bo3HMKaIOT yalie, yem
B 00bIYHON Tomyssinuu. Bmecto orpannuennoit 6omm naupentst ¢ CI1B
JKaJTyroTCsl Ha obliee mioxoe camouysctBre. Eciu y 6onpHoro ¢ CITIB
BO3HHUKAIOT BBILICTICPEUHCIICHHBIC KAIO0bI, TO PEIIMTEIBLHO HEOOXOAUM
BpadeOHbIA KOHTPONb. [ OIEHKH TSHKECTH HPOOIEMBI M MPUHSATHS
peleHnst 0 He0OXOMMOCTH ONEPAaTHBHOIO JIEYEHUS MOTYT IIOTPE0OBAThCS
PEHTIEHOBCKHI CHUMOK M 9HIOCKOIMYECKOE HCCIIEIOBAHHUE JKEIyJKa C
B3SITHEM OUOIICHH.

Puck ons 300posevs — scueom — hitp.//www.pwsausa.org/syndrome/
medical_alert Stomach.htm

Jlpyroe TspKenoe 3a00J€BaHHE CO CXOKHMHU CHMIITOMaMH — Tiape3
JKEITyJIKa WM pacciiabneHue kenmyaka. [lapes skemynka XapakrepeH
st i ¢ CIIB u B ciyuae, eciv MHIMACHT OCTaBUTH O€3 BHUMaHWS,
MOJKET BO3HHKHYTh OIIACHOE IS JKM3HH COCTOsiHHE. PeOeHky, y
KOTOPOTO TIOZI03PEBAIOT/IIOCTABIICH JIMArHO3 Mape3a JKemy/aKa, TpeOyercst
HEMEJUICHHOE CTalMOHApHOe JieueHue. Ena B Takoil cuTyarmu sIBIsieTCst
OMACHOM IS KU3HU!

JlononuaurensHas nHbopMarwst: http.//www.gicare.com/pated/ecdgs45.htm

WWW.IpWso.0rg 1 Péso
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Oco0eHHOCTH TepMOperyJ Il

I CIIB  XapakTepHbl HAMONATHYECKas THIEP- W THIOTEPMUS.
T'ureprepmusi MOJKET Pa3BHTBCS B YCIOBHSIX YMEPEHHBIX 3a00JeBaHHit
WM BO3HUKHYTH BO BPEMsl aHECTE3MH. B TO ke BpeMms, IPU TSHKEIOM
MH(EKIMOHHOM 3a00JIeBaHHUH, JINXOPA/IKA B KIMHIYECKOI KaPTHHE MOXKET
OTCYTCTBOBATb.

IMoBpexaeHNs KOKU U KPOBOM3IUSTHUS

OpunMm 13 npu3HakoM CIIB sBrsieTcs: «KineBaHHe)» KOXKH, 9Ta MPUBbIYKA
YacTo TPUBOIUT K BO3HMKHOBEHHIO s13B. Takke st OombHbix ¢ CIIB
XapakTepHO BO3HHKHOBEHHE KPOBOIOJATEKOB/CHHSKOB JaKe IIOCIe
HeOobIIoN TpaBMbL. OmMCaHHbIE KOXKHBIC ITPOSBICHNS MOTYT IIPHBECTH
K OIIMOOYHOMY TTOZ03PEHHMIO B (PU3NYECKOM HACHIIHH.

I'mnepdarus (upe3mMepHbIii anmeTuT)

HenacpITHBIH anneTuT MOKET NPUBECTH K CYIIECTBEHHOMY YBEITHMUIEHUIO
Macchl Teja: BO3HMKHOBEHHE HW30BITOYHOIO BECa MOKET OBITh OYCHb
OBICTPHIM ¥ TIPOSIBIATECS JKE HPH YPE3MEPHOM  YIOTPEOICHNUH
HI3KoKatopuitHoi munm. Y s ¢ CIIB Beerma m B 110001 MOMEHT
HEOOXOIMMO CJIEIUTH 3a JIOCTYITHOCTBIO TTHIIN.

HopmanpHblii Bec Tena JOCTUraeTcst MpH MOMOLIM CTPOTOM JAMEThl U
TINATEILHOTO KOHTPOJIS.

Pucku 17151 310poBbsi, CBSI3aHHbIE C XMPYPTUYECKUM JedeHHeM

V¥ nereii ¢ CIIB npoBozutcst Bce O0Iblie UCCIIEA0BAHNI CHA K OCMOTPOB Y
JIOP- Bpaveii 10 Hauasa JIedeHHUst TOPMOHOM POCTa. ITO 00YCIIABINBACTCSI
GoJiee 4acThIM MCIONB30BAHHEM OIEPAaTUBHOIO JIEYEHH: (B TOM 4YHUCIIe
uHTyOaIMu u anecte3nn) y nanueHtos ¢ CIIB.

CTONT HOMHHTB O TOM, YTO, ICXOZIsl 3 AHATOMHYECKUX H (PH3HOIOTMIECKIX
ocoOeHHOCTel (y3Kue AbIXaTelbHble IIyTH, TOpPTaHb M BO3MOMKHAs
HEJIOpa3BUTOCTb Tpaxeu, OOLIas THIOTOHHS MBI, CKIOHHOCTh K
Pa3BUTHIO OTEKOB, ckonmo3), et ¢ CIIB wumeror Oonbmmii puck
HOBPEK/ICHU IBIXATENBbHBIX MyTeH PH HHTYOAIMH 1 KCTyOaIuu.

Yacteivu mipobniemamu 'y nmiy ¢ CIIB siBisitoTcst CKonos, AMCIIIasust
Ta300eAPEHHBIX CYCTABOB, IIEPEIIOMBI KOCTEH M Jpyrue pacCTpoNCTBa,
TpeOyrolue XUPYPruueckoro JiedeHus.. B To e BpeMsi XHpyprudeckoe
JieyeHne oprorenuueckux mpoodiem ocnoxusierca npu CIIB apyrumu
COMYTCTBYIOILINMHU KITHHUYECKUMH OCOOCHHOCTSIMU.

Cunopom Ilpaodepa-Bunnu (Prader-Willi): knunuueckue acnexmot
opmoneduueckoii  xupypeuu —  http://www.pwsausa.org/syndrome/

Orthopedic.htm

1 Péso WWW.ipWs0.0rg
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Pexomenaanuu 1isi OlEHKH PacCTPOMCTB

AbIXaHHS, CBA3AHHBIX CO CHOM
PWSA (USA) Clinical Advisory Board Consensus Statement - 12/2003

PaCCTpOI\/'ICTBa CHa U HapyUICHUS JAbIXaHWS BO BPEMsI CHA — JIABHO
n3BecTHbIe pobiemMs! y i ¢ CIIB: uM 9acTo cTaBUTCS THArHO3
armHo? BO CHE (OOCTPYKTHMBHAs, IIEHTpajbHas WIA CMEIIaHHAs
¢opMa) WM THUIOKCHH, CBSI3aHHOM C THIOBCHTHIIAIMCH.
PaccrpoiictBa purmMa cHa (Io3aHEE Ha4Yalo CHa, YacThie
npoOyx/aeHust u OOAPCTBOBAHUS IIOCIE Hadaja CHA) TaKKe
SBJISIIOTCSL  PACIPOCTPAHCHHOW mpobieMoii. B GonbiiMHCTBE
paccTpoiicTBa CHa W COIYTCTBYIONIME HApYIICHAS BIXaHUS
OTHOCUTEJIBHO yMepeHHble, HO Hekoropble juua ¢ CIIB moryr
UCTIBITHIBAT CEPhE3HbIC HEOXKUAHHBIE OCTAHOBKH JBIXaHHS BO
BpEMsI CHa.

@aKkTopbl, OKa3bIBAIOIMe BJIUSHHE HA CTeleHb TSKeCTH
paccTpoiicTB IbIXaHUSI BO BpeMsi CHAa — 3TO BO3pacT pedeHKa,
BbIPa’KEHHAs1 MblLIeYHasl THMIOTOHUS, Y3KHe [bIXaTejbHble
nyTH, 0ojIe3HEHHOE OXKHPEeHHe, paHee MMeloL[Hecs] H
TpeOyoLue BMeLIaTeJbCTBa Bpaya Npo0jeMbl ¢ AbIXaHHEM
TaKHe KaK HapylleHHe BeHTUJIHPOBAHMS, THIIePPEeAKTHBHOCTH
AbIXaTeJBHBIX NyTell WJIM TIUIOBEHTUWISLUS BMecTe C
runoxkcueii. B nmociennee Bpemsi Kk (pakropam pucka ObLIO
A00aBJIEHO U JieYeHHe TOPMOHOM POCTA, B CBSA3U C ONIMCAHHBIMHU
cMepTeTbHBIMH CITy4asiMU.

BOSMO)KHO, 4TO OJAMH U3 MEXaHU3MOB, IIPUBOAAIIUX K YXYAIIECHUIO
pacCTpOMCTB [BIXaHMSI TPH JEYCHHH TOPMOHOM pPOCTa — 3TO
MEXaHHUYECKOe  IPEHATCTBHE,  BBI3BAHHOE  pPa3pacTaHUEM
TUMQaTHIecKoil TKaHM B HOCOITIOTOYHON MOJIOCTH, KOTOpPOE
OCJIOJKHSET yXe€ HMEIOIIMecs PpacCTpOMCTBA, Takhe Kak
TUMOBSHTIISIIUS WM ammHod BO cHe. ClieqyeT OJHAKO OTMETHUTB,
YTO JIOCTOBEPHBIE JI0Ka3aTeNbCTBA ONMCAHHOTO MEXaHH3Ma MOKa
OTCYTCTBYIOT.

Jlo6aBisist onMcaHHbIA HOBBIN ()aKTOp PUCKA W YYUTHIBAsT HATMYUC
JIOKa3aTesIbCTB CBSI3U PACCTPOUCTB JibIXxaHus co cHoM Yy Juil ¢ CIIB,
PWSA Clinical Advisory Board coBetyer ciexyiomiee:

WWW.IpWso.0rg 1 Péso
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1. HccnenoBanue cHawIM HOJIMCOMHOIPaMMa BMECTE C U3MEPEHUEM
KOHIIGHTPalK JAUOKCUJA yIIepoJa B KPOBM MCIOJb3YyeTCSA Uls
OLICHKN THIOBCHTHIIILUH, OOCTPYKIMH BEPXHMX JBIXaTEIbHBIX
HmyTel B cirydae 0OCTPYKTHBHOTO VI IIEHTPAIbHOTO aIllHO BO CHE
y mun ¢ CIIB. HccnenoBanus JOMKHBI COAECPIKATh 3aMEPhI CTaIUi
CHa, a TaKXKe OLIEHKY PKCIIepTa, y KOTOPOTro UMEETCsl JOCTaTOYHbIH
ONMBIT PadOTBl MMEHHO C TALUCHTAMH JaHHOW BO3pPAaCTHOU
TPYIIIIBL.

2. daxTopsl pucka, npu koropbix juuo ¢ CIIB nyxnaercsa B
o0cJie10BaHHH MAKCHMAJILHO CPOYHO:
* BBIDAXKCHHOE OKUPEHHE — peaJbHbIi BeC IPEBbIIIACT
nneansHbli Bec (MB) 200%;
° HAIMYUE B aHAMHE3e XPOHHYECKUX OOJIe3HEeH JIBIXaTeNIbHBIX
MyTel WM THIIEPPEeaKTUBHOCTD JbIXaTeIbHBIX MyTeH (acTMa);
* Xparl, allHO? BO CHE WJIM YacThle IIPOOYIKICHUS BO BPEeMs CHa,;
* upe3MepHasi COHJIMBOCTh B TEUCHHE AHS, OCOOCHHO €CIM OHa
obocTpsiercs;
e Tepell  XUPYPIHYECKUMU  OHEPAUAMH  (TOH3WICKTOMUS,
aJICHOZICKTOMUISI);
eTepeq  HpOLEAypaMy, IPOBOJUMBIMH  TIOX  HApPKO30M
(crienmanbHBIC NCCIIEA0BAHMS, JIEUCHHE 3y00B);
* TIepesl HavyajgoM JICYEHHs TOPMOHOM pOCTa WIH B YCIOBHAX
JICYCHUSI TOPMOHOM pPOCTa.

B nomonHeHne K 3TOMY CTOMT paccMaTpHBaTh HEOOXOIMMOCTH
CPOYHBIX HCCIICOBAHUH CHA y MAllUEHTOB, Y KOTOPHIX BO3HUKAET
m00asi U3 IEPEUUCIICHHBIX MPo0IeM, OCOOCHHO €CIM IalUeHT
OBICTPO PUOABISAET B BeCE WM Y HETO HAOIIOMACTCs pe3Kuil craa
¢u3nyeckoil akTHBHOCTH. Eciy mamyeHT HaXomuTcsl Ha JICUCHUH
TOPMOHOM POCTa, TO MHCCIEJOBAHHA CHAa HE MPEAIOIaraloT
HpeKpameHuss  JedeHus.  [IpepblBaHme  JIeYEHHs  CTOUT
paccMaTpuBaTh B CIydae, €CIM JOMONHHUTEIBHO MPOSBISIOTCS
BBIPQ)KCHHBIE PACCTPONCTBA JIBIXaHUSL.

Bce napymienus, cBsI3aHHBIE C PacCTPOMCTBOM CHA, HEOOXOAMMO
00CyIUTh BMECTE C CeMEHHBIM/IETCKUM BpauoM, a JICUCHHE STHX
HapyIIEHUH — ¢ KOMIETEeHTHBIM ITYJIbMOHOIOTOM, JIsl TOTO YTOOBI
COCTaBUTH JIeTAJILHBINA MHANBUIYaJIbHBIN IUIaH JICYCHUS] KOHKPETHO
9TOTO MAIMEHTA U 3aTEM €ro IPHIEPKHBATHCSL.
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BbL10 ObI HEII0X0, YTOOBI B J0NOJHEHHE K CHHIKAIOIIEH Bec
HHU3KOKAJIOPUITHOW 1WeTe, MJAH JIeYeHHs] BKJIOYAI B cedsi
cienyouee:

* IOMOJHUTEIbHOE CHAOKEHUE KHUCIOPOIOM BO BPEMsI CHA;

* TIOCTOSIHHOEC TIOJIOXKHUTENILHOE JABJICHUE BO3MYIIHBIX MMyTCH —
ucnons3zoBanue anmapatoB CPAP (CUITAII) wnmm BiPAP
(BUIIAIT);

KHCIIOPOZ CTOWUT HCIOIb30BaTh C OCOOOH OCTOPOKHOCTBIO,
TaKk KaK y HEKOTOPhIX MAllMCHTOB TUIMOKCEMHS SIBISICTCS
€IMHCTBEHHBIM CHTHAJIOM, CTHMYJIHPYIOIIMM JbIXaHHE, H
JICYCHUE KHCIOPOJIOM MOXKET YXY/IIIUTh MOJOKCHUE;

3a4acTyl0 HEOOXOAMMO TPOBEJCHHE MOBEICHYECKOH Teparuu
JUTSI TOTO, YTOOBI MMAITUCHT MPUBBIK K HCIIOIB30BAHUIO AMNapaToB
CPAP (CHUITAII) unu BiPAP (BUITAII);

BO3MO)KHA HEOOXOIMMOCTh HCIONB30BAHUS KOPPEKTHPYIOMIAX
MOBEJICHUE JICKApCTB, [UISl aJCKBaTHOIO IPHUBBIKAHUS K
JICICHHIO.

Ecmu y nuna crpazaroiiero or 3HauutensHoro oxupenus (VB
200%) obHapyXUBaIOTCA OTKJIOHEHHS B HCCICAOBAHHAX CHA, TO
HNEepBUYHON 3ajadell IpU JIGYCHUH 3TOTO MAIMeHTa CTAHOBHTCS
CHI)KEHHE BeCa ITyTeM COOTIONEHHS KECTKON TUETHI U TOBBIILICHUS
¢msnyeckoit akruBHOCTH. Kak queTa, Tak n yBenmdenue Gu3ndeckoit
Harpy3kl — 9TO MPUOPUTETHBIE CTPATeTHH B CPaBHEHUH C
XHPYPTUUECKHM BMEIIATEIILCTBOM. YKa3aHWs Ul BBITOIHEHUS
TIEPBUYHBIX JICYEOHBIX YHPAKHEHWH BBl CMOXKETE IIOIYYUTb K
kianHuKax Tapry u TayuiMHHA, 3aHMMAIOMIMXCS IMAlUCHTaMHU C
CIIB, a Taxxe B DcToHCKOM 00mecTBe cunapoma [Ipanepa-Bummm.
C moBeIeHYECKUMH PacCTPOICTBAMH, BEI3BAHHBIMU IPHMEHEHHEM
JHETHI, TIOMOXKET CIIPABUTHCS CIEIHATUCT/IICUXOIIOT, MMEIOMuUit
ombIT padoTel ¢ nuiamu ¢ CIIB.

Ecau  paccmarpuBaercsi  XHpyprudeckasi  KOppeKIusi
ABIXaTeJIbHbIX MyTeil, TO He0GX0AUMO, YTOOBI ONepUpPYIOLINii
XHPYPT ObLI B Kypce Ipe- 1 MOCT-0NePaTHBHBIX OCJI0KHEHHId,
Bbi3BaHHbIX CIIB (cm. crateio «Anesthesia and PWS» B
kypHaine «Medical Newsy, aBtopel Jlokep u Posendunn,
vol. 26, HOs0pp — nekabpp, 2001 mnmm www.pwsausa.org).
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TpaxeoTomus 111 KOPPEKLIMH AbIXaTeJbHbIX NYyTell sABIsAETCS
KpaiiHell Mepoii M peaKo-HCIOo/Ib3yeMbIM CIIOCO00M JIeYeHHsI
nanuenTos ¢ CIIB. TpaxeoroMus He yCTpaHseT FTUIOBEHTIWIALMIO,
SIBJIAIONLYIOCS IPUYUHON PAaCCTPOUCTB ABIXAHMUS, A SIBISIETCS JIUIIb
BCIIOMOIaTeIbHOM MepOIi B Cilyyae 3aKyIOPKU JbIXaTeIbHBIX Ty TCH.
YneHOBPEIUTENBLCTBO M MOBPEKACHNUS B MECTE ONEPHUPOBAHUS —
TUNUYHBIE OCIOXKHEHMS II0CIe Ollepaluil y TeX, y Koro Obuia
MPOBEICHA TPAXEOTOMHS.

Mesxy JiedeHHEM TOPMOHOM POCTa U BOSHUKHOBEHHEM/HATHYHEM
paccTpOMCTB IBIXaHUS He OBLIO HalIeHO IPHIMHHO-CIICICTBEHHOI
cBs13U. bBIno mMokaszaHo, YTO JIeueHHe TOPMOHOM pocTa o0nagaeT
HEKOTOPBIMU IOJIOKUTEIBHBIMU BO3ACHUCTBUSAMH, B TOM YHUCIE U
YIIy4IICHHEM JIbIXaTeNbHBIX (QyHKUMHA. [Ipu cocraBieHny IuiaHa
JIeYEeHHs] OTKJIOHCHUH, OOHApy)KEHHBIX BO BpEMs HCCIIEIOBaHUIT
CHa, HEOOXOAMMO BHUMATENbHO OLIEHUTh COOTHOIIEHHE pPHCKa
U IOJNB3bl JICYCHHUs TOPMOHOM pocra. s Jiedalero Bpada U
poauTeneil peKOMEHIYETCsl MPOBEAECHUE MCCIEJOBAaHUN CHA [0
Hayajla JIe4eHUs U yepe3 6—~8 Helelb ocie BHEAPEHUs JICUCHUs
JUISL TOTO, 4TOOBI OIEHHTH BIUSIHUE JIEYEHHS TOPMOHOM pPOCTa.
B nonomnenme k 3ToMy ObUIO OB MH(OPMATHBHBEIM ITOBTOPHTH
HCCIIeIOBAaHNE CHA CITyCTs TOJ TTOCTIe Hauasia JeueHusl.

12
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OcTphble Keayl104HO-KUIIeYHbIe PAcCTPOiicTBA

MOryT OBLITHL OIIACHBI OJIA AKU3HU
Jcananu Xeiunemann (Janalee Heinemann) — oeiicmeyroujuii
oupexmop PWSA (CIIIA)

HenmaBHO MHE MO3BOHMI OJMH XHUPYpPr M CKas3aJ, 4TO Halla
6pomropa «Puckn Ast 310pOBbs» CHacia >KH3Hb €ro MaIueHTy.
BoracHmiocs, uto ogHa w3 Mam Hamux nanuestos ¢ CIIB
B3sIa ¢ COOOH B MPUEMHBII MOKOH OONBHUIBI HAlly OpOIIIOPY
W TONpPOCHIA, YTOOBI Bpad 10 HPUHATHUS PEIICHHS O JICYCHUH
00s13aTeNIbHO  MPOCMOTPEN  YKa3aHHYI0 HMHTEPHET-CTPAHUILY.
Ilomyuennass wmHpOpMmanus yOeaunaa Xupypra HCIOIb30BaTh
OTJINYHYI0 OT OOBIYHOW CTpaTeruio, YTo M CHAacio MalUeHTy
KHU3Hb. Jleno o0cTosio co CTpoiftHO#M 15-1eTHel neBoYkoi ¢
CIIB, y xoTopoii paHee BO3HMKAJ 3MN30[ HEKOHTPOIHPYEMOTO
00KOpCTBa, TOCIIE YeT0 OHA IT0XKaJI0BaIach Ha OOJIb B )KUBOTE U
ee BhIpBaso. Mama npuBena pebeHka B OONbHUILY, TAE A€XKYPHBIH
XUPYpr W3HAYaJIbHO IMArHOCTHUPOBAT BUPYCHYIO HHQEKIIHIO.
[Tocne mpourenus nHdopmamyu, kacaromeiics CIIB, nexxypHsiit
XHPYpPT PEIIN MPOBECTH JONOIHUTEIbHBIE O0OCIEeOBAaHHUS U B
pesynbTaTe IEeBOYKE IUATHOCTHPOBAIU TPBIKY, H3-3a UEro ee
ceJie3eHKa, JBeHAANATHIIePCTHAS KUIIKA U )KEITyIO0K HaXO[WINChH
B TIpyaHOW monoctu. JleBOUKYy MpOONEpUpoBalu, M OHA
TIONIPABUIIACK.

K coxanenuio, He BCce Marepu HOCAT C COOOW CTaTbH, KOTOpHIE
KacaroTcsl mpolJieM 370pOBbsl UX JIeTeH, ¥ He BCE BPadl MOTYT
0TpearupoBaTh Ha HaIIN MPEJOCTEPEKEHNUS.

Bropas momoGHast cutyarus, B KOTOPOH CTPOWHBIN MoJIomoit
gyenosek ¢ CIIB moman B OonpHUIY HOCTE 3MH307a 00KOPCTBA,
mpoTekana WHade. MEIUIWHCKUH IIepcoHal He  OLCHHI
TIOJIOKEHHUE MAIMEHTa KaK TSKENI0e U He TIPOBEJT JOMONHUTENbHBIX
uccienosanuii. Hacroituuesie mpoceOsl CIIB crenmamucra o
XUPYPrHUECKOH JHAarHOCTUKE OPIONIHOM MOTOCTH UTHOPUPOBAIU
Ha nporsbkeHuu 14—16 vacoB. B KoHIlE KOHIIOB XHUPYPL,
yOeTUBIIHICA B CEPhE3HOCTH MOJOKEHMs, Halleld >KU3HEHHO-
OIlIacHOE€ pacTsbKeHue xkenyaka. [Ipu sTom Momonoi yenoBek mo-
MpeKHEMY JKalloBajcs Ha OOIb B )KMBOTE M €0 PBao.

WWW.IpWso.0rg 1 Péso
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Cw. crarbio 1-pa Po6a Baprona (Rob Wharton) «The Gathered View»,
KOTOPYIO BIIEpBbIC OIMyOmKoBain B 1999-M roxy B MHGOPMAIIMOHHOM
muctke PWSA (CHIA). B crarbe omnuchiBaeTcsi OOJC3HEHHOE
COCTOSIHHUE, KOTOpOe JI-p BapToH Ha3Ba ocTpbIM HAMONATHYECKHM
paciuupenuem xejayika. OcCTpoe HANONMATHYECKOE PACIIMPEHHUE
JKEITyJIKa — DTO COCTOSHHE, TIPU KOTOPOM JKEIyHIOK Ype3MepHO
pa30yxaeT/pacTSIriuBaeTCsi W €ro KpPOBOCHAOKEHHE YXYIIIaeTcst/
HpeKpaIaeTcs, 1 B TaKOM CJIydae MPOMEUICHUSI C OIepaTHBHBIMHI
BMEIIATEIECTBAMHA MOTYT IPHBECTH K HEKPO3Y >KeMyaKa (SKemyaoK
CTQHOBUTCSl YEPHBIM M «YMHpAET»). DTO COCTOSIHHE OINACHO JUIS
Bcex marueHToB ¢ CIIB, moTomMy 4To y HEX OTCYTCTBYET HOpMaJIbHOE
YyBCTBO HACHILIEHNS U OoJIeBbIe peakiyy, XapakrepHsle st CIIB.

Bropasi mpoGnema, cBsi3ZaHHasi ¢ NEPUOAAMHM O00KOpPCTBA —
3T0 mepdopauus KeJyI0YHO-KHIIEYHOT0 TPAKTa, KOTOpasi
TaK:Ke SIBJISIETCS KU3HEHHO-OMACHOW B cJy4yae NpoMesieHui
¢ XHPYPru4ecKHM BMeLIaTeIbCTBOM. B j1omosiHenune K 3Tomy,
nanuentam ¢ CIIB yrpoxkaer :keardyHokamMeHHasi 00J1e3Hb U
na”HKpeaTuT (aHajau3 KpoBu!). CiemoBaTenbHO, €CIH MAIMEHT C
CIIB xanyercst Ha 60JTb B )KUBOTE, HEOOXOMMO BCErIa MPOBOIUTH
VABTPa3ByKOBOE OOCIeOBaHWE OpIOUIHOW TMOJOCTH U IPH
HEOOXOIMMOCTH — KOMITBEOTEPHYHO TOMOTPa(HIO.

Puck nas 310poBbsi: npodJjeMbl ¢ KHBOTOM
MOIr'yT CUMIHAJIM3UPOBATL O 0oJ1ee CEPbE3HBIX
3200J1eBaHHUSAX

Onyonukosano ¢ ungpopmauyuonnom nucmke «The Gathered
View», mapm—anpens 1998 2.

MBI y3HaJIM M ONHCAJM OJHO M3 BAYKHBIX COCTOSIHHUII 3710pOBBS,
0 KOTOPOM poAMTenH M omekyHbl neteit ¢ CIIB momkHBI 3HATH
6onbme. CocTosiHUE BeTpedyaeTcs penko, Ho y s ¢ CIIB yarie,
YeM y OCTaJIbHBIX. [IpH 3TOM COCTOSHIM BasKHO €T0 CBOEBPEMEHHOE
QUAarHOCTHPOBAaHWE W JICYCHUE, IIOTOMY YTO HOCIEACTBUS
MPOMEJIEHUS! MOTYT OBITH TSDKEJIBIMUA M MPUBECTH K )KU3HEHHO-

14
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OIIACHBIM OCJIOKHEHHUSIM. I[I0ZOOHBIM COCTOSIHUEM  SIBJISCTCS
UIMOTIATUYECKOe paclIMpeHHe jkelynka. boje3Hp HaunmHaeTcs
BHE3AIHO M YTPOXKACT IIPEXK/E BCEr0 MOJIOBIM JIFO/ISIM B BO3pACTE
20—30 net. Ilpnumna GoNe3HM O CHX MMOP HE TOYHO W3BECTHA.
TIepBUYHBIMH CHMOTOMAMH SIBJISIOTCS YMEPEHHBIH AuCKOM(OPT
B CpeIHEH 4acTu OpIOIIHOH MOJNOCTH, a Takke OO0Jb U PBOTA.
PacTsokeHus kenyjKa OT HaOyXaHUsS WM PACTATHBAHUS TakkKe
SIBJSTFOTCS] OTHUMH U3 CUMIITOMOB. [Ipy 5TOM MOXKET HociIenoBarh
MOBBIIICHUE TEMIIEPATYPhI TeJla, TPU KOTOPOM MALUEHT BBIIIISIUT
O4YEHb OOJBHBIM, XOTSI CHMITOMBI OTHOCUTEIBHO CKPOMHBI.

Bce manuentsr ¢ CIIB, y koTopsix HabmOmaeTcs:

* 0OJIb B )KHBOTE,
* B3/[yTHC WJIH BBITATUBAHHE KUBOTA,
* pBOTa

HYXKJAIOTCI B CPOYHOM OCMOTpe Bpada. [lepBHYHBIMH
UCCIIEJOBAaHUSAMH HEOOXOANMO IIPOBECTH PEHTIeH OpIONIHBIX
OpTaHOB, YIBTPa3ByKOBOE OOCIEIOBAaHHE U KOMIBIOTEPHYIO
tomorpaduio. Ecnum cocTosHMe manMeHTa MO3BONSET, TO
CJIEAYIONINM 3TalloM MOXKHO NPOBECTH HAOCKONHUIO, IS TOTO,
YTOOBl IOJYYUTHh IPEICTABICHHE O COCTOSHUH CIHM3HCTOI
000JI0YKH JKeNTyAKa U O CTEIeHU MOBpEKACHU. B ciaydae, ecnu
HEepBUYHBIC OOCIIETOBAHUS IMOATBEPIST PACIIMPEHHE JKEIyIKa,
W TAOUEeHT TMpPOAOKaeT ceds IUIOXO YyBCTBOBATh, MOXKET
MOHAIO0UTECS XHUPYPrHIECKOe BCKPBITHE OPIONIHON MOJIOCTH ISt
TOTO, YTOOBI TOUYHEE OLIEHUTh CUTYAINIO U B CITydae OOHAPYKESHUS
HEKpO3a yJaJIuTh MOBPEKAECHHYIO YaCTh JKEIYIKa.

* Wharton RH et al. (1997) «Acute idiopathic gastric dilation
with gastric necrosis in individuals with Prader-Willi syndromey.
American Journal of Medical Genetics, Dec. 31; Vol. 73(4): cmp.
437-441.
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Amnecrte3us u cunapom Ilpaagepa-Buiian
a-p Hdaxeiime Jlokep (James Loker, MD), 1-p Jlopenc Pozenduin
(Laurence Rosenfield, MD)

Jna cunopoma Ilpadepa-Bunnu xapaxmepnvt onpedeinenmvle
KAUHUYECKUe 0COOeHHOCHmU, KOmMOpble MOZyHl OKA3bleams
e1UAHUE HA NPOBedeH e aHecme3uu

* OKupeHHe/MOJHOTa — JUIsI TIOJHBIX JIFOed HanOOIbIIeH
OTIaCHOCTBIO SIBIISIFOTCSI OOCTPYKTHBHOE alHO? BO CHE, JIETOUHBIE
ocIoXHeHHs1 W janabeT. Bce mepeuncieHHble (GakTOpBl pUCKa
HEOOXOANMO YYUTHIBATH NPH IUIAHWPOBAHUYU aHECTE3UH. Takke
y 3THX JIofiel ypOBEeHb KHCI0PO/a U JUOKCHA YITIeposia B KPOBU
MOXKET OBITh U3MEHEH, U UX PEeaKNus Ha JICKapCTBa, B TOM YHCIIE
Ha KHCJIOPOJI, MOXKET OTIANYAThHCS 0T 00bI9HOM. Hanmmuue serounoit
TUIIEPTEH3UH, HEAOCTATOUYHOCTH TPABOH TOJOBUHBI Cepla
U OTCKOB — II0Ka3aHUs MJIs KOHCYJIbTAllUU C KapIUOJOIOM HU
MyJIEMOHOJIOTOM IIepeJl TUIaHupyeMoi onepanuei. BosmoxHo, 1i1st
OLIEHKH CTENEHM TANKECTH JETOUHOH T'MIEPTeH3UH HE0OXOIHMO
oymer mposectn OKI' mis nuarHocTHpoBaHMS THHEPTPOUH
MpPaBOTO JKEIyJodka. Y JIogeld ¢ 4Ype3MEepHBIM BECOM YacTo
HaOIroqaeTCs OTEYHBIH CHHAPOM, KOTOPBIH OIHAKO OCTaeTcs He
JIMarHOCTUPOBAaHHBIM U3-3a oxkupeHus. [lepen HauanioMm onepanuu
HEOOXOAMMO OLEHHTH HAJMYUE OTEKOB M IIPU HEOOXOAMMOCTH
UCTIONB30BaTh IHYPETHKM KaK 10, TaK M MOCIe aHEeCTe3MH.
OO6panieHue ¢ IpIXaTelbHBIME Iy TSIMU B YCIIOBHSIX CEIaTHBHOCTH
MOXKET OKa3aThCs MPOOIeMaTHIHBIM.

* Boicoxmuii mopor 6o1u — nuna ¢ CIIB moryt pearuposatb
Ha 0OJIb OTIMYHO OT BCEX OCTalbHBIX. HecMoTps Ha TO, 4TO
BBICOKHH 00J€BOH MOPOT SBISETCS MOJOKUTEIBHBIM SIBICHHEM
JUIs TIOCT-OMEPAIlMOHHOTO MEPHOAA, HEJ0CTaTOYHAs PeaKLus
Ha 0OJIb MOXET 3ajiepKaTh NpHBJICUYEHHE BHHMAHUS Ha MOCT-
OIIepaIiOHHbIE OCIOKHEHUs. boiab 3TO HOpManbHas peaknus,
coobmaromas o0 onacHocTu. [loaTOMY mocT-onepaunonHas 60mb,
KOTOpasi, YYUTBIBAsl CTENEHb TSKECTH OIEpPaIMH, IPEBBIIIACT
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00BIYHYI0 OO0Nb, SBIAETCS CHTHAJIOM CEPHE3HOH OMAaCHOCTH.
Heo6xonnmo ObITh 0COOCHHO BHUMATEIBHBIM Il OOHAPYKESHHUS
JIPYTHX BO3MOXKHBIX CHMITOMOB/CHTHAJIOB 00 OITaCHOCTH.

* HecTrabuiabHocTh TeMmepaTrypbl Tella — TeMIepaTypy
Telsa perynupyeT rurnoranamyc, a s cuaapoma Ipanepa-Bumin
XapaKkTepHO PacCTPOHCTBO (yHKIMOHUPOBAHHS THUIIOTAJIaMyca,
nostomy Jnna ¢ CIIB mMoryT ObITh Kak ¢ BHICOKOW, TaK M HU3KOH
Temrepatypoil. BaxnHo wuHdopmHpoBaTh aHecTe3noiora o
HOpPMaJIFHOM TeMIlepaType Teia manueHTa. HecmoTpst Ha TO,
yto y nun ¢ CIIB He HaOmomamoch CKIOHHOCTH K Pa3BUTHIO
3JI0Ka4€CTBEHHOM TFUNEPTECPMUU, CTOUT BCE IKE HUCKIOYUTH
UCTIONB30BAaHME JICTIOJISIPU3YIONIMX MBIIIEUHBIX PEITAKCAHTOB
(CYKTCHHHIIXONIUH) BO BPEeMs aHECTE3HH, B CIydae, €ClIM 3TO He
SIBJSIETCS] SKCTPEHHOU HEOOXOIUMOCTBIO.

* IlnoTHas caoHa — vacrast mpo6iema y mun ¢ CIIB — arto
TJIOTHAs! BUCKO3HAS CIIIOHA, KOTOpAst MOXKET B YCIOBHAX HAPKO3a
YCIO)KHUTh COXPAaHEHHUE JBIXaTeIbHBIX MyTeH CBOOOAHBIMH W
3aTpyAHUTE dKCTyOanuio. Takke IUIOTHAs CIIOHA CHOCOOCTBYET
00pa30BaHUIO KapHeca, MOITOMY CTOHT OBITh BHHMATEIbHBIM
[0 OTHOLICHUIO K INATAIOIIMMCS/TIOABMKHEIM 3ybam. [lepen
MPOBEICHUEM aHECTE3NMH HEOOX0IMMO OLIEHUTh TUTHEHY POTOBOI
TIOTOCTH.

* IloBeneHyeckHMe MOMCKH NHMINM — IIyCTOW IKEIYIOK
Ype3BEIYaiHO HEOOXOAMM Iepe]] IIPOBEICHIEM JII000i aHeCTe3H .
Puck acimparum exyJ04HOTO COAEPKUMOTO B JIETKHE Ha ITyCTOi
xeynok MeHblie. Y ui ¢ CIIB 00bI1uHO 04eHb XOPOILUIi allIeTHT,
Y OHH HE BCET/Ia PACCKa3bIBAIOT IPABJLY O ITOCIICTHEM ONIONCHUN
. Kaxknoro nanuenta ¢ CIIB HeoOXoaumMo paccMmaTpuBaTh,
KaKk TalUeHTa C IOJHBIM JKEIYIKOM, KpOMe CIy4aeB, Korja
ponuTens peOCHKAa WM ONEKyH He YTBEp)KIaeT oOparHoe.
Bo3MoxxHO MOKET OBITH HEOOXOAMMA ACIHMPALUS KEIYJO0YHOTO
COZICPIKMMOTO Tepe]l YCTAaHOBICHHEM BEHTHIISILIMOHHOW TPyOKH.
V nexoropeix smn ¢ CIIB Moxker HaGIIOgaThCst perypruTaris
TIUIIHU, U UM YTPOXKAET acIUpaIus KeITyJOUHOTO COIEPKUMOro B
JIbIXaTeJIbHBIC Ty TH.

WWW.IpWso.0rg 1 Péso
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e 'mnoronnss — y OompmmHcTBa Aereir ¢ CIIB pasButa
MBbIIICYHAas THIIOTOHUS. OG]:I'-{HO MBI €YHBIH TOHYC BBIIIPABJISACTCA
K 2—4 TomaM JKU3HH, OTHAKO BCE JKE& MBIIICUHBII TOHYC OCTAaeTCs
HUXe HOPMbI. [IOHMKEHHBIH MBIILIEUHBIN TOHYC SBISETCS TAKXKe
NPUYHHOM Oosiee caboil peakIiy KaIuisi, YTO MOXKET 3aTPyAHUTh
€CTECTBEHHOE NIPOUHNIICHNE IBIXaTeIbHBIX ITyTeH MOCIe yaaIeHus
BEeHTUIALMOHHON TPyOKH.

* PazapakeHue koxu — pasapaxenue koxu y jun ¢ CIIB
SIBISIETCSl XapaKTepHOH MpoOiieMoi, KoTopas MOXKET IPHBECTH
K Oomee 3aTPyJHUTEIBHOMY 3aXKHBICHHIO KOXH B MECTax
pa3MelleH:s BHYTPHBEHHBIX KaHIOIb U ONePallMOHHBIX paH. Ecimu
PaHBI XOPOIIIO ITePEeBsA3aHbI/HAKPBITHI, TO B 3TOM CJIydae IalieHTa
¢ CIIB moxHO ocTaBUTh 0e3 BHUMaHHA. B 3aBucuMocté OT
CTeNeHH AyXoBHOTo pa3Butus mamuenta ¢ CIIB, nHorma moxer
SBISITECSL  HEOOXOAMMBIM ~ HICIIOIB30BaHUE  OTPAHMYMBAIONINX
CpencTB (mep4aTKku), I TOrO YTOOBI O0ECIEUHThH 3a)KUBIICHHE
MOCT-OTIePALMOHHBIX PaH.

s 'mnotupeo3— B ciaydae CIIB nabmronatorcs coon B GyHKIIHN
TUIIOTAlIaMyca, TO3TOMY CTOUT OBITh OCOOEHHO BHHMAaTENbHBIM
KO BceM (yHKUMSAM runoraiamyca. HemocTatouHoCTh TOpMOHA,
cTHMynupyomero muTtoBuaHyto xkenesy (TSH) u tupeorponun-
pwinsuar ropmona (TRH) Moxer mpuBecTH K HMOHHKEHHOMY
CHHTE3y TOPMOHOB IIMTOBUIHOW JKele3bl. XOTsS YacTOTHOCTH
runotupeoza y smn ¢ CIIB nem3BectHa, HeoOXomuMo OBITH
BHUMATEIbHBIMU W MIPOBEPUTH YPOBEHb FOPMOHOB IIUTOBHIHOI
JKeJe3bl Mo-KpaHel Mepe nepen onepanuei.

* 3arpyaqHeHHs IPU YCTAHOBJEGHHH BEHO3HOH KAHIOJIHM —
YCTQHOBJIEHHE BEHO3HOH KaHIONH MOXET OBITh OCIOKHEHO
MHO)KECTBEHHBIMH HMMEIOIIUMHUCS HapyLIICHUSIMHA  (O)KHpEeHHE,
Mayiasi Mblmednas Macca). @DyHknmonumpyromasi BeHO3Has
KaHIONA T0JDKHA OBITh pa3MenieHa y manueHTa ¢ CIIB go Hagama
AHECTEe3UH.

* IloBenenueckue ocodennoctn — imma ¢ CIIB Gomee
MO/ABEPKEHBI MPUCTYTAM 3JI0CTH, 00CECCHBHO-KOMITYTbCHBHOMY
MOBe/IeHUI0 U rcuxo3aM. OHM 4acTo yHOTPeONSIOT pa3iuuHble
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TICUXOTPOIHBIE JIEKApPCTBEHHBIE IIPETapaThl, KOTOPBIE MOTYT
BCTYIIUTb BO B3aHMO}leﬁCTBMC C JICKapCTBaMH, HUCIIOJIb3YyEMbIMU
npu aHecTe3wd. Ilepex mpoBeqeHHMEM aHECTE3WH HEOOXOIMMO
BBIICHHTB CITHCOK YIOTPEOIIeMbIX MAI[EeHTOM JIEKapCTB IS TOTO,
4T00BI M30€KaTh OMACHBIX B3aUMOJCHCTBUI MEXK/Y JIEKapCTBAMH
U aHECTETUKAMH.

*HenocraTounocTs ropmona pocra —Bcex nanuertos ¢ CI1B
HEOOXOIMMO PaccMaTpUBaTh, KaK MAlMEHTOB C MOTEHIHAIbHOW
HEIOCTaTOYHOCTBI0 TOpPMOHAa pocTa. JlaHHBIE O TOM, YTO
HEI0CTaTOYHOCTh TOPMOHA POCTA OKa3bIBACT BIUSHNE HA BEIOPOC
KOPTH30J1a MPU PeaklMM Ha CTpPecc A0 CHX IMOp OTCYTCTBYIOT,
MOYTOMY T00aBJIEHNE CTEPOHJIOB B IUIAH JICUCHUS HE SIBIISICTCS
ype3BeIYaiiHO BaxkHBIM. Y smn ¢ CIIB, koToprle He MOMy4aroT
JICYCHHEe TOPMOHOM pOCTa, MOTYT OBITH HENPOIOPLHOHAIBHO
MaJICHbKHE JbIXaTeIbHbIC IIyTH B CPABHEHUU C pa3MepaMu Teja.

* BoccTaHoB/1eHHe MociIe aHeCTe3HH
COHIMBOCTD IOCJE HapKo3a MOXET OBITh Kak HOpPMAJbHOI
peakuuell, Tak U CTaThb BbI3BAHHON LEHTPAJIbHBIM allHOY BO CHE.
JKenarenpHo HaOMIOAATH 3a MAIIMEHTOM B TEUEHHE CYTOK, YUUTHIBast
IIPY 3TOM BO3MOXKHOCTb BOZHUKHOBEHNS OCIOKHEHUH IbIXaTeIbHBIX
pacCTpOMCTB, BBbI3BAHHBIX  OXHUPEHUEM, ILICHTPAJIbHBIM WM
0OCTPYKTHBHBIM AITHO? BO CHE, 4 TAK)KE TIOHMKEHHBIM MbIIIEYHBIM
TOHYCOM M XpOHUUYECKOH acnupanuei.

3aki0ueHue

Amnecresus nun ¢ CI1B nomkna npoBoauthkest 6e3omacHo. OObIYHO
pucku y jmi ¢ CIIB cBs3aHbI ¢ OOIIMM COCTOSHHEM HX 3[0POBbS,
¥ B OOJBUIMHCTBE CIIy4aeB HE JOCTABISAIOT MPOOIeM Hpu oO0IIei
AQHECTE3MH, KOTOpas XOpOIIO KOHTpoiupyeTcs. Toiabko Bpad,
KOTOPBIH XOPOIIO 3HAET NalleHTa 1 HHPOPMHUPOBAH O BO3MOXKHBIX
pUCKax UId 370POBBS, KOMIIETEHTEH B NPHHATHH IPABUIBHBIX
peLeHu.
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PaccrpoiictBa abIXaHusi, HaO0II0dAI0NIHECSH
npu cunapome Ipanepa-Buniu

J-p Haxeiimc Jlokep, 1eTCKUIl KapaAHO0JI0T

Yaen PWSA Clinical Advisory Board

HenaBHo oryOnkoBaHHBIE CTaTbU HACTOMYMBO TIOATBEPIKIAIOT, UTO
paccTpoiicTBa JbIXaHHs TIPECTABISIOT U3 ce0sl OMACHOCTD ISl JII] C
CIIB. lleHTpanbHas THIIOBEHTUIISLINS/AITHOS H OOCTPYKTHBHOE aITHOD
BO CHE — OJ[HH W3 TOCNEIHHUX H3ydaeMbIX mpoonem. LleHTpanpHas
THIIOBSHTWISIIIUS —  OTO  PAacCTPOMCTBO, KOTOPOE  BBI3BIBACTCS
MOHIDKEHHOM YacTOTOM JbIXaHWS WM YMEHBUICHHOH DNITyOMHON
JIBIXaHUST BO BPeMsI CHa. DTO pacCTPOHCTBO MPHBOIUT B CBOIO OYEPENh
K BO3HHKHOBEHHIO JHEBHOH COHJIMBOCTH, a B CIIydae TSDKENOH
THIIOBEHTWIISIIIUY TIOBBIIIIACTCST BHYTPUJIETOYHOE IABJICHUIE.
LlenTpanbHOE armHO? BO CHE — 3TO OCTAHOBKA JBIXaHHS BO BpEMs
cHa. Hu3kne MBIIIeUHbI TOHYyC M MBIMIEYHAs Macca, 4pe3MepHOe
OKHPEHUE, HeI0CTAaTOYHAsT HEHPOCTUMYIISILIHS bIXaHUs TIPUBOMST K
THIOBEHTWISIIMY. VccenoBanust 1mokasaiy, 9T0 Y HEKOTOPBIX JIHIT
¢ CIIB naOmomaeTcsi HM3KAs 4YacToTa JbIXaHHS M MOBEPXHOCTHOE
JIbIXaHUe, a TaKXkKe cradasi peakiys Ha XHMHYSCKUE Pa3apaKUTelIH,
CTHUMYJMPYIOIINE JIbIXaHUE KaK B Telle, TaK U B TOIOBHOM MO3Te.
OOGcTpyKTHBHOE almHO? BO cHe XapakrepHo kak mit CIIB, Tak u
JUISL IPYTHX TE€HETHYECKNX CHHIPOMOB C MBIIIEUHON THUIOTOHHEN
(cumnmpom Jlayna). [Ipobrnema 3akimodaeTcst B TOM, 9TO BO BpeMs CHA
BO3/yX HE MOCTyTaeT B JIETKHE, MOTOMY YTO HE MOXKET MPEOIONETh
HPEATCTBHE B BUJIE 3aKyOPEHHBIX/3aKPBITBIX JIBIXATEIbHBIX My TEeH.
OOCTpyKILIMA MOKET HAaOMIOAAThCS B JFO0OH 00IacTH AbIXaTelIbHBIX
MyTeH, HaYMHAsI C HOca M 3aKaH4MBasi OPOHXMONIAMH B JIeTKuX. J[ist
STHUX JIFOZIEN XapaKTePHO CBUCTSIIIEE ABIXaHHE U XPall, YePETyIOIHecs
CO 3BYKOBBIMH May3aMH, KOTOPBIC BO3HHKAIOT HPH IPEKPAICHUN
JBIDKEHUS Bo3ayxa. OcTaBleHHOe 0e3 JIeueHUst 00CTPYKTHBHOE alTHO?
BO CHE MOXKET IPUBECTH K CEPHE3HBIM ITOCIIEACTBISIM, B TOM YHCIIE K
CMEpTH.

PacctpoiicTBa AbIXaHUsI MOTYT BBI3bIBaTb y MAJIEHBKUX JAETel
XPOHHYECKYIO TacTpo330(arnaibHylo pe(uIiOKCHyI0 OOJIe3Hb U
acTMMpAIMIo JKEIYJ0YHOro cofepkumoro. HecMoTps Ha TO, 4TO
orcyTcTBue pBoThl xapaktepHo st CIIB, pedmmrokchas Oones3Hb
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BCTpEYaeTCsl JIOBOJBHO YACTO, MOATOMY MAJICHBKUX JIeTell ¢
XPOHUYCCKUMH PACCTPOUCTBAMHE JIBIXAHUSI M JIUIL C OOCTPYKTHBHBIM
amHO® BO CHE HE0oOXOmMMO OOCIIeIOBaTh M B 3TOM CMBICIC.
AMepuKaHCKasi akaJeMusl JICTCKUX Bpaveil HEIaBHO OITyONMKOBaja
PEKOMEHIAIMH TSl THATHOCTUPOBAHUS U JIGYCHHS] OOCTPYKTBHOTO
armHod BO CHe. Bce jeTw, [ KOTOPBIX XapaKTepHBI Xparl U JpyTHe
CHMITTOMBI  OOCTPYKIIMH JBIXaTeIbHBIX IyTeH, HYKIAIOTCI B
JIOTIOJTHUTEITbHOM BHIMaHHU. CeMeiHOMY Bpady CTOUT PEKOMEH/10BATh
WCCIICZIOBAHUE CHA, €CIM HAOMIOmAaeTcss upe3MepHast —JHEeBHast
COHJIMBOCTb, 3HAYUTEIILHOC OKHUPECHHUE WM TMPEICTOUT OTEparusl.
TTaneHTaM ¢ MO3MTHBHBIM aHAMHE30M BMECTE C MCCIIEIOBAHUEM
CHa HEOOXOAMMO OOBSICHHUTH CXEMBI JIbIXaHHS, OCOOEHHOCTH
CEepIeYHOI JeATeTbHOCTH, YPOBEHb KHCJIOPOAAa U JBIKCHHC
BO3/IyXa B JBIXaTeNbHBIX MyTSIX. ECIHM pe3ynsraThl HCCICIOBAHHS
OTIMYAIOTCS OT HOPMBI, TO MALMEHT HYXKIACTCS B JOMOITHUTEIbHBIX
00CIIeIOBaHMSX ISl COCTABJICHUS MHMBHUYaJIbHOTO IIAHA JICUCHUSL.
TlepBuyHbIME CIIOCOOAMH  JIEYEHUSI MOTYT OBITH TOH3MUIIKTOMUSI
u azneHokromust win  ucnonszoanue CUITIAIL anmaparoB st
MOMICPKAHMUST [IBIXATeNbHBIX ITyTel B OTKPBITOM COCTOSHHH BO
BpeMs CHa. 3a4acTyr0 OOCTPYKTHBHOC M IICHTPAIbHOE aITHOd BO CHE
MPHUCYTCTBYIOT Y MAIMeHTa OAHOBPeMeHHO. [Toxoxke, 4To Uy JIHI] C
CIIB o06a Hapynrenus HaboatoTces oqHoBpeMeHHo. O6a HapyIeHnst
JIMArHOCTUPYIOTCSI TIPHU TIOMOIIM UCCIICIOBAHMIA CHA.

3akJoueHue

V mun ¢ CIIB MoryT BO3HHKAaTh PaccTpOMCTBA ABIXAHUS U Hanboee
YacToe Cpei HUX — 0OCTPYKTHUBHOE artHOd BO cHe. Kask iblit peGeHoK,
y KOTOPOro HaOMIIONAaeTCs alHOd, HYKIACTCS B HMCCIICAOBAHUU CHA.
3HaueHHe ICHTPAIBLHOTO AITHO? BO CHE B ()OPMHUPOBAHHH JIBIXATEIIBHBIX
PacCTPOKCTB MOKA HE H3YYCHO JI0 KOHIIA.

3a cocraBliieHHE TOTO ab3aIa He0OXOAUMO MTOOIArOJ[APHUTb:
* n-pa [ana JI. HApuckomna, Ph.D. — mpencraButens PWSA
(CIIA) Clinical Advisory Board;
* na-pa Mepmun [I. Batnep, Ph.D.— mnpencraButenss PWSA
(CIIA) Scientific Advisory Board;
» n-pa/IpBuna M. Arapsana — unena PWSA (CILIA) Research
Advisory Committee.
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Cunpgpom Ilpagepa-Buiuim: KIMHUYECKHE PUCKH
1151 3/I0POBbSI C TOUKH 3peHUs XMPYypra-opromnena

Mapmun J]. Xepman. Department of Orthopedic Surgery, St.
Christopher s Hospital for Children, Erie Avenue @ Front Street,
Philadelphia, PA 19134, CLIA. Tenegon: (215)427-3422; ¢harc:
(215)427-8782

Benenne: CIIB — 5310 cBsi3aHHOE ¢ HapylICHUSMH B 15-oi
XpoMocome 3aloJieBaHKe, Ui KOTOPOrO XapaKTepHbI MbIIICUHAs
THIIOTOHWISI, THIIOTOHAN3M, THIEp(harus 1 0’KUpeHue.

B opronenuueckoit smreparype mia guy ¢ CIIB - onmcansl
MHOTOUHCIICHHBIE PACCTPOIMCTBA CKENETHO-MBIIIEYHOTO  arapara,
HarpuMep, CKOJINO3, TUCIIIA3Ks Ta300eAPEHHBIX CYCTaBOB U X-(popma
HoT. C TOUKHM 3peHMst OPTOIIE/a, JISUCHNE STHX HAPYIICHHI OCII0KHEHO
JIPYTUMU IIpoOJIeMaMH €O 310pOBbEM, KOTOpbIE XapakTepHs! 11t CI1B.
OcTeonenys, NCUXuaTprIecKue IpoOIeMbl ¥ MOHIKEHHBIH 00JIeBOit
nopor sBIsitoTes XapakrepHbivu st CIIB, onHako B opromneanueckoi
JMTEpaType OTCYTCTBYIOT ~COOTBETCTBYIOIIMEC YIIOMHHAHUS 00
stoM. Hinke myOnukyercs 8-neTHMi ombIT jieyeHus asropamu 31-
ro manuenta ¢ CIIB mis Toro, 4ToOBI OmMUCaTh BCE 3aMEUCHHBIC
0COOEHHOCTH OPTOIEANYECKOIO JICUCHUSI 3THX IALIUEHTOB.

Metonbi: [log HaGmroneHuem opromena Haxoxwicst 31 manueHr,
kotopbiM  ObuT fuarHoctupoBan CIIB, Takke OBUIO TIPOBEICHO
O3HAaKOMJIeHHEe ¢ uctopusiMu Oonesnu. [l anammsa  coOpanu
nemMorpaduueckie JaHHbIe MAlMCHTOB, Pe3yIbTarhl TCHETHYCCKUX
AHAJIM30B, JAaHHLIC O HAPYLICHUU OIIOPHO-ABUIaTCIIbHOIO arirapara,
a TaKkKe KIMHUYCCKHE OCOOCHHOCTH U JaHHBIE O MCHXUATPUUCCKUX
HapylIeHusIX. Bce paHee CyIICCTBYHOLIME — PaHOTOTHYCCKHE
00ce1oBaHys OBUTH TIOBTOPEHBI.

Pesyabrarel: B uccnenoBanuy npuHUMany ydactue 22 MyKUMHBI
1 9 JKCHIIMH, Yel cpeHuii Bo3pact ObL1 22 roma (oT 8-mu 10 39-
TH JeT). [eHeTndeckuii 1marHo3 wMencs y 18-THM MaleHToB.
CKonMo3 KIMHUYECKU ObLT BBISBJIEH Y 24-X ManueHToB u3 31-oro, a
PaIMONOTHIECKOe MONTBEPKACHNE ObLIO HaiineHo st 14-tn u3 24-
X (45% ¢ KIMHMYECKMM CKOJIMO30M) U B CpeaHEeM Haldmonanach 31°-
asi KpUBAs; IITh MAMEHTOB HYKAATUCH B XUPYPIUYCCKOM JICYCHUH.
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VYV 16-Tn manyeHToB OOHAPYXWIM YIUIOIIEHHE MICHHOro Jopro3a 1
KU(}03 MIEHHO-TPYIHOTO OT/eNa; YIOMSIHYThIe HapYyIIeHHs paHee He
OBLIH OMMCAHBIL.

IIpu pentrenonormyeckoM 0OCTETOBAHIN Ta300€IPEHHBIX CyCTaBOB
ObLTa OOHApY)KEeHA IUCIIIA3KS y 2-X TAIIMEHTOB U3 26-TH, a CMCIICHHE
SnuQu3a roJoBbI OeIPEHHON KOCTH He ObLIO OOHAPYKEHO HH Y OTHOTO.
VYV 14-Ti manueHToB OBUIO OOHAPYXKEHO 58 3aKMBIIMX IEPEIOMOB
KOCTeH, y 6-TH MalleHTOB HAOIIONaINCh MHOTOUHCIIEHHBIE IIEPETIOMbI
(2-7 noBpexneHuii). 3aMepsl KOCTHOH IUIOTHOCTH IIPOBOIWIIOCH Yy
14-n marmeHToB: y 8-Mu ObLIa JUArHOCTUPOBAHA OCTEOICHHS U Y
4-X — 0CTeonopo3 B pe3yisTare Z-CKOIMo3a MO3BOHOYHUKA. Y 26-
TH THAlMEeHTOB HAOIIONAN0Ch PACCTPOMCTBO NMCHUXMKH: HApYIICHHOE
KOHTPOJIMpOBaHHE uMyibca (7), OpPraHMYEcKOe pPacCTPOKCTBO
JMYHOCTH (6), CTPONTHBO-KAIIPU3HOE ToBeNeHHe (5), aucTimus (4), He
YTOYHEHHOE JIENPECCHBHOE PACCTPOICTBO (3), paccTpoHCcTBO BHUMAHHUS
W TUIIEPAKTUBHOCTD (2) M 00CECCHBHO-KOMITYIIECUBHOE PacCTPOHCTBO
(2). Y 9 nanyenToB HaOIIONAIOCH WICHOBPEUTEIBCKOE TOBEICHHE.
6 MAIMEHTOB MPONUIM XHPYPrUYecKoe JedeHHE, y ONHOTO U3 HHUX
CIIyYHJIOCH OCJIO)KHEHWE B BHJe CITMHAIBHOH mH(ekimu. [Teperomsr
KoCTelt OBUTH CBA3aHBI C YACTHIMH HE3HAUNTEILHBIMU KaI00aMu.

Juckyccnsi: OcTeonenus, HapyIeHHOE KOHTPOINPOBAHNE IMITYIIbCA,
CTPONTHUBO-KAIIPU3HOE NOBEACHUE U NTOHIKEHHAs YyBCTBUTEIILHOCTD
6071 — 3TH HApyIICHHs], IPUBOAAT K OCIIOKHEHHSIM BCEX aCIEKTOB
XUPYPrU4ecKOro U HEXUPYPrUYECKOro OpPTONEIUYECKOTrO JICUECHMS.
JledeHne CTOMT THIATEIBHO IUIAHUPOBATH U MPOBOAUTH C OOMBIIOI
OCTOPOJKHOCTBIO KaK y AeTeil, Tak 1 y B3pocibix ¢ CIIB.

(me3ucwl ¢ nayunoi kongpepenyuu PWSA, komopaa npoxoouna ¢
2003 2. ¢ Opnanoo, @nopuoa, CLLA)

Kasxkbiii, KT0 3aUHTepecoBaH B 105KePTBOBAHM Y TKAHU F0JI0BHOTO
MO3ra JUIsi HAyYHBIX HMCCJIEOBAHHMN, MOKAIYICTA CBSKHTECH
co cBouM obmecTBoM uan ¢ lommaHackum GaHkoM Mo3ra
(Netherlands Institute for Neuroscience, Meibergdreef 47, 1105
BA, Amsterdam, The Netherlands; Tesedon: +31-20-5665499, »-
noura: secretariaatnhb@nin.knaw.nl, www.brainbank.nl)
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