«YTBEPXIAIO»
% ,@! ¢
Hupexrop
OI'AV «HaIIHOHaJIBHBIH MEOULHHCKHH
PICCJIG,HOB&FEJIBCKHH uem‘p 31[op0135;1 JieTei

MHHBJIpaBa Poccuu:
I.M.H., npocbeccop

4 2N ‘,\_:\
\

7 ] A.TI ®ucenko

IA» L/ R 7 B 0P8 T

3AK/IIOYEHUE
0 pe3yJIbTATaX HAYYHO-HCCIIE0BATENLCKOM paboTh

«HccenoBaHne Ka4ecTBa JKU3HH NALHMEHTOB ¢ (heHHIKeTOHYpHei
cTapure 9 J1eT M MX poAHTeeii (0IPoC M0 MeKTYHAPOTHOMY onpocuuky PKU-

QOL (Phenylketonuria impact and treatment Quality Of Life Questionaire)»

(morosop NeI'P1/30-0423 ot 30.04 2023 r)

MockBa 2023 r



NeNe

Conepxanne
Ha3panwue pasnena

Cnmcok coxpamenuii

AKTyaJIbHOCTB HCCIIEIOBAHUA

Iens u 3anaun

IManuenTE!

Meronuxka onpoca u ctpykTypa aHKer

Kputepnu BKIIIOYEHHS/HEBKITIOUEHHS

PesyneraTe

O6cyxaeHune pesynbTaToB UCCIIEIOBAHMUS

3akro4yeHne

Cnucok nureparyps

Crp.

16

21

23



KX

OKY

DA

Child PKU-QoL©
Ado PKU-QoL©
Adult PKU-QoL©

Parent PKU-QoL©

Cuncok HCMoTb30BaHHBIX COKPAIIEHHI

Ka49eCTBO JXH3HH
berunkeTonypus

(Genunananux

Child Phenylketonuria Quality Of Life (onpochux no Ka4ecmey HCusHu oist
Oemeii ¢ gpenunkemonypuei)

Adolescence Phenylketonuria Quality Of Life (onpochuk no kauecmey
JHCUSHU 015 Oemeli NOOPOCMKO0B020 803pacma ¢ henunxemonypueti)

Adult Phenylketonuria Quality Of Life (onpocuux no kavecmey orcusnu ons
83pOCIbIX C henunkemonypueir)

Parent Phenylketonuria Quality Of Life (onpocrux no xauecmsy scusnu
ons pooumeneil nayuenmos ¢ gpenunkemonypuei)



AKTyaJIbHOCTD MCCIEIOBAHMS |

DEHUIKETOHYPHUS SBISIETCS OJHHUM H3 HamboJee PacnpoCTpaHEHHEIX HACIECTBEHHBIX
HapymIeHHH MeTaboiu3Ma aMHHOKHCTOT. CpemHss pacnpoctpaneHHOocTe DKV B Poccun,
YCTaHOBIIEHHAs OJ1arofaps HEOHATANTEHOMY CKPHHHHTY, poBoguMoMy Gonee 30 rer, - 1 ciryyvait
Ha 7 000 HOBOPOXKACHHBIX NETEH, IIPH HTOM YACTOTA 3HAUUTEIHLHO BapLUPYET B 3aBUCHMOCTH OT
peruoHa. B roxHEBIX peruonax Poccuu 3a6oneBanne AuarHoctupyercs Jamie (1 cinyyvaii Ha 4 - 4,5
THIC HOBOPOX/ICHHBIX MIIAJICHIIEB), B BOCTOYHBIX (JambHuii Bocrok, [TpuMopckuit Kpai) - pexe,
IpEMEpHO 1 cinydaif Ha 9 - 11 ThIC. HOBOPOX/ICHHBIX.

B Hacrosmee BpeMst ox BpaueGHBIM HaOMIOAEeHHEM HAXOMUTCA Golee 4 THIC. NIAaIlMECHTOB
¢ @KV B Bo3pacTe ¢ poskaeHus 10 18 et 1 0KoJIo 1,5 THIC. TAHEHTOB crapme 18 ner. Cpennuit
OXBaT HOBOPOX/CHHBIX HEOHATANBHBIM CKpUHHHTOM B Poccuiickoit ®eneparmu cocrasisier
okono 98,9%, nammele mo (exepatbHEIM OKpyraM KONEGIIOTCS OT 88,5% mno 99,8%. V
OOJNBIMMHCTBA MANMEHTOB 3a00JIEBAHHE OBUIO AUarHOCTHPOBAHO Cpasy IMOCIE POXKICHHA H
COOTBETCTBEHHO Jie4eGHOe MUTaHHE GBLIO HA3HAYEHO CBOEBPEMEHHO.

Ilo Muenmio 3apyGeHBIX M pPOCCHHCKHX 3KCIEpTOB, CBOCBPEMEHHO Hayaroe
TNOXHU3HEHHOC TMETHYECKOE JIEYeHHe ABISeTCs Haubomnee 3 (GeKTHBHEIM A7 pe0TBPAICHHS
TAKEIBIX HEBPOJIOTHYECKAX PAacCTPOCTB. JlueToTepanus 3aKII04aeTcs B Pe3KOM OTpaHHIEHHH
B palMOHE INHIIEBBIX IMPOAYKTOB C BHICOKAM COAEpXKAaHHEM OelKa, HX 3aMeHOMH
CIENHATU3HPOBAHHEIMH AMHHOKHCIOTHEIME CMECAMH.

HccnenoBanus 1o  OLEHKE MHTENIEKTYyaIBHOTO H  [CHXOCOIHAILHOIO 3JI0POBbS
nauuenToB ¢ DKV CBHIETENBCTBYIOT O TOM, YTO NpPH CBOEBPEMEHHOH MHATHOCTHKE W
AJICKBaTHOM  JIEYCHHH  TCYCHHE  JaHHOro 3aboieBaHMs  SBIAETCS  OTHOCHTEILHO
N0OPOKAaYECTBEHHBIM, OJHAKO TPYAHOCTH, OGYCIOBIEHHbIE HEOGXOHMOCTHIO IITHTEIEHOTO
COOJIIO/ICHAA CTPOTOH AHETHI M CHCTEMATHYECKOTO ee KOHTPOJISI, BBIHY)KAAIOT ITAIHEHTOB
BRIXO/IHTD 38 PaMKH JHETHYECKOr0 PEKHUMa M MOTYT CTaTh NPHYMHOM [CHXOIMOIHOHAIBHOTO,
MHTEJUIEKTYalbHOTO M (PU3HYECKOro AUCKoMpopTa.

B CBSI3H ¢ 3TMM JUIS OLEHKH pe3yNbTATOB JIeUeHHS GOJBIION HHTEPEC IPEACTABISAET
HCCICNIOBAHUC BIIMAHMA IMETOTEPAallMM HA KadeCTBO JKU3HH NauueHToB ¢ ®KVY passoro
Bo3pacta. He MeHee BaXHOH sABJseTcS OlEHKA aNeKBATHOCTH BOCIIPHATHA POJUTEISAMHE
COCTOAHHA M Ka4eCTBA JKU3HH MX OOJBHBIX JieTell, a Taloke KayecTBa KW3HH WICHOB CEeMbH
TALUEHTA, CTCNICHb BIMAHMA HOBOro o0pasa XH3HH peleHKa (HH3KOOENIKOBas [HeTa,
CICNWANbHBIC — NPOJYKTHI  JIEYeOHOTO  MUTAHHA) HA  BHYTPHCEMEHHBIE OTHOIIEHHS,

NCUXO03MOIHMOHAIIBHOE COCTOsIHHE, B3aHMOIEHCTBHE B OGII.IGCTBG.

1
Hcenenosanne Bemonnero npu noanepskke ®onna [pesuaentckux TpaHToB B pamkax npoekra «I1Ikossl

JUA IALHEHTOB, CTPAJAIOMKX Pe/IKUM FeHeTHIeCKUM 3a6oneBanteM «DeHIKETOHYPHAY, B PerHoHax POy,
Horosop Ne 22-2-005764.
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Ienbro mccnenopanns sBnsercs oueHka MHMOPMALHH, MOJIy4EHHOH OT TaIHEeHTOB ¢
(DeHUIIKETOHYPHEH M PONUTENEH TANMEHTOR, O BIMSHUA THETHUECKOTO JICYCHHS HA KAYECTBO HX
xu3Hu (KOK).
3apaun

1. IlpoBectn ompoc mamueHToB crapure 8 JeT B pojuTeneii GomsHEX OKY JeTeit ¢
HCIOJIb30BAaHUEM YETBIPEX BAPHAHTOB CIENMATBHO Pa3palOTaHHBIX AaHKET IS OLEHKH
KayecTBa XU3HH npu enmnkeronypuu: Child PKU-QoL® ans mereit 9-11 ner, Ado
PKU-QoL® mus nozpoctkoB 12-17 ner, Adult PKU-QoL® mus B3pocnex 18+ nmer, u
Parent PKU-QoL® s ponuTtenei nampenTos ¢ PKV.

2. BeisBuTh HauGonee 3HaYMMBIE OCOGEHHOCTH 3a060IEBAHHS H TEpalHK, OKa3bIBAIOIIHE
BJIHAHHC HA COCTOAHME 3[0POBbs MALMEHTa, X MCHXO3MONMOHAILHEI W CONMMATBLHEIA
cTaryc

3. Omnpenenuts HamGosee BaXKHBIE BONPOCH H IPOGIEMEL, BOJIHYIOIME TAIHCHTOB M HX
ponuTenei.

IManuenTsr

Bruto onpomeno 154 pecnionsenta, u3 Hux 33 peGenka B Bo3pacte oT 9 g0 11 ner, 28
HOAPOCTKOB OT 12 1o 17 iner, 18 B3pocibix mauweHToB B Bo3pacte or 18 1m0 25 ner u 75
POUTeNeH ManUeHToB, B TOM YHCIe MIanme § JeT. B ompoce y4acTBOBATM MANMEHTE H HX
PORMTEIIN UITH 3aKOHHBIC NPECTaBATENH U3 14 pasnuyHbx ropomoB Poccuu (tabnuma 1).

Ta6auua 1 BospacTHble u eMorpapuyeckne XapaKTePHCTHKH YYACTHHKOB OIIpoca

“Bospacr (iier)

9-11 12-17 18-25 24-60

Tl'opona

Mockea 3 1 4
Canxr [TetepOypr 4 1 3 5
Kazanp T 3 P 8
CraBpomons 3 2 2 5
AcTpaxaHb 4 2 1
Kpacuonap 3 4 2 10
baprayn 3 2 5 10
Bosrorpan 2 1 3
Camapa = 6 3 11
HoBocubupck 2 1 5
Ceprues I[Tocan 1 1
Tyna 1 1
O6HuHCK 2 2
UYepkecck 9




Jst onpoca Obute ucmonk3oBansl ankers Child PKU-QoL@, Ado PKU-QoL©, Adult
PKU-QoL© u Parent PKU-QoL©, pa3paGoTaHHbIC CIIELHAIBHO IS ONpeleNIeHus KadecTBa
XKHU3HH TANUEHTOR C (eHUIKETOHYpHeH W BIHAHEA JUCTHYCCKOrO JICYEHHA Ha TEYCHHE
3a00/IeBaHUs. M CaMOYYBCTBHE H CAaMOOLEHKYy MNAIMEHTOB H HX DOJUTENE. Omnpocsr
nposoumuck Bo Bpems Illkon mma manmentoB ¢ ®KY, oprammsoBannbix AHO «O6mecTtBo
NANMEHTOB ¢ (eHUIIKETOHYPHEY, IPH JTHYHOH Gecelie Bpada ¢ KaX/IBIM M3 Y4acTHHKOB. Ompoc
OCYIIECTBJIAJICA B COOTBETCTBHH C HMHCTPYKLMEH, CHENHAIBHO pa3paOOTaHHOM IS KaXKmoit
BO3PACTHOH IPYNNEL, ¢ AeTalu3anuel KaKIOTo 3IEMEHTa BOPOCOB TecTa. Bpems 3amosHeHns
AHKET COCTaBIAIO0 B cpeaneM 20 MuHYT. OTBETHI ONEHHBAIM 10 S5-6aUTbHOM W 6-GayIbHOM

mKkanam Jlaiikepra.

Meroauka H CTPYKTYpa ONPOCHHUKOB

Anketst PKU-QOL Gbumn paspaGoTansl kommanmedf Merck Serono, mnpuMeHeHHe
METOMKH H €€ BaTUIaluA IPOBEACHBI HCCIEI0BAaTENbCKOM rpymnmoit Mapi Group (®@panuus) no
PEQEPEHTHBIM METOZMKAM C YYETOM JAHHBIX MAINMEHTOB, POJHTENed H HHTEPBBIO C
MEIHIUHCKMMH pabOTHHKAMH; TECTHPOBAHKE IIPOBOAMIOCH B PAMKAX MHJIOTHOTO MCCIIE0BAHMAS
(KayecTBEHHBIH 3Tall B IIECTH CTpaHax); Taloke GBUIA IPOBEJEHA JMHTBHCTHYECKAs IpoBEpKa
opabOTaHHBIX MHIOTHEIX BEPCHil Ha TypemkoM s3bike. J{is A0pabOTKH, NCHXOMETPHIECKOH
NPOBEPKHU U BATUAIMY MMHJIOTHbIE BEPCHH OBLIH BKJIIOYEHB! B MHOTOLIEHTPOBOE TIPOCIICKTHBHOE
HEHHTEPBEHIMOHHOE 0GCEPBALMORHOE UCCIIEIOBAHHE, [IPOBEJICHHOE B 34 nenTpax Bo ®paHuuw,
I'epmanuu, Utamau, Hugepnannax, Uenanum, Typruu 1 BemukoOpurannu

OnpocHuku pasmemensl Ha caifre hitp://www.proqolid.org mis HcmomB30BamMs B
aKaJeMHYECKHX H HayYHBIX HCCIIE0BAHMUIX.

Paspemierue Ha HCNONB30BAHHE ONPOCHHKOB B HAIUEM HCCIEIOBAHHH IONYIEHO OT
komnanuu BioMarin Pharmaceutical Inc., npaBonpeemunka kommanuu Merck Serono.

Kaxplif ONPOCHAK COCTOUT U3 UETHIpeX KIIOUEBEIX Pa3aenoB (MOAYIIEH), COCTOSMUX H3
AIOMEHOB, B KOTOPBIX COAEPXKHUTCA OT 1 10 15 myHKTOB (BompocoB). [To HEKOTOPEIM MO3MIHAM
BONPOCEI M MX KOJNMYECTBO B JOMEHE MOXET BapbHUpOBaTh B 3aBHCHMOCTH OT BO3DAacTa
pecnionzienTa: Tak B ankere Child PKU-QoL® conepxwutrcs Bcero 40 Bompocos, a Ado PKU-
QoL® — 58, B Adult PKU-QoL® — 65, a B Parent PKU-QoL® — 54 mysxra,

HekoTopsie MyHKTBI BKTIOYEHBI TONBKO B AHKETHI JUIS POXMTENel u s B3POCIIBIX
MAlHEHTOB (oMeHs! «uHpopMamus 0 DKV », «hunancoBoe BiugHHEY).

CTpykTypa OIpOCHHKOB Ipe/icTaBIeHa B Tabiuue 2.



Tabauna 2. CTpyKTypa ONpOCHHKOB

Mogynu

JoMeHBI H BO3pacTHAsl KATETOPUS PECIIOHAEHTOB

CHMIITOMBI
OKYVY:

CaMOCTOATEIIbHAA OLIEHKA COCTOAHMS 310POBbA (IETH, OOPOCMKY, 63POCblE, POOUMENU)
TOJIOBHEIE OO (Oemu, nodpocmiu, 83pocivie, pooument,)

6oJib B 3XUBOTE (Oemu, nOOPOCHKY, 83pOCble, POOUmei)
YTOMIIIEMOCTE (Oemu, oOPOCKY, 83P0CblE, POOUMEN)

OTCYTCTBHME KOHLIEHTPALUH (Oemu, NoOPOCMKY, 83POCTble, POOUment)
3aMeICHHOE MBILUICHUE (Oemu, noOPOCmKU, 83pOcCibie, pooumeu)
IpOXE B pyKax (83pocivie)

pasapaxHTENBHOCTE (demy, ROOPOCMKY, 63POCAbIE, POOUMEN)
arpecCUBHOCTE (Oemu, NOOPOCMKY, 83POCALIE, POOUMEN)
NepeMEHYHBOCTE HACTPOCHHA (Jemu, nOOPOCMKU, 83POCAbLE, POOUMENY)
TI0/IaBJIEHHOCTE (Oemu, nOOPOCMKY, 83pOCable, POOUMEN)
becnokolcTBO (demu, nodpocmiu, 83pociwie, podumenu)

DKV B
LEIoM

BiusHue @KV Ha 3MOLIMOHANBHOE COCTOAHUE (Jemuy, ROOPOCMKY, 83pOCible, POOUMEN)
BiusiHie @KV Ha NpakTHYECKYIO IeATEIBHOCTE (demu, nodpocmKuy, 63pocvle,
podumenu)

coumaneHoe Bnuanue ®KV (demu, nodpocmru, espocnvie, podumenu)

obuee snusane OKY (demu, nodpocmxu, espocneie, pooumenu)

(metH) GecnokoiicTBO - AHANH3 KPOBH (Oemu, noOpocmKy, 63pocavle, pooumen)
Bo3elicTBHe GecnokoiicTBa pebeHKa — aHAIU3 KPOBH (podument)

(netn) GecriokoiicTBO - ypoBeHb Phe (demu, nodpocmxu, é3pocavie, pooumenu)
GecnokoiicTBo — ypoBeHs Phe Bo BpeMs GepeMeHHOCTH (83pocble)

dunancosoe Busaue OKV (s3pocavie, podumenu)

un(opmaums o KV (83pocnvie, podumenu)

ITpuem
MTHILEBEIX
JobaBok:

cobmoieHne pexxumMa NprHeMa HILEBkIX A06aBoK (Oemuy, nodpocmku, é3pocasie,
podumenu)

YyBCTBO BHHBI IIPH TIJIOXOM COOMIFO/ICHHH peXkuMa IpreMa IHILEeBbIX J06aBok (demu,
NOOPOCHKU, G3POCTible, POOUMEN)

BJIMSIHME MPHEMA ITHILEBBIX N00aBOK HAa WICHOB CEMBH (Jemu, HOOPOCMKY, 83pocble,
pooumenu)

NpaKTHYECKOE BIMAHUE MUILEBLIX 106aBOK (Oemu, nodpocmxkuy, 83pocavie, pooumen)
BKYC — numieBsle 100aBKH (Oemu, nodpocmru, e3pocivie)

TaKTHKa IPMMEHEHHA MHUILEBBIX 100aBOK (podumenu)

Orpannuenue
Genka B
pauuoHe
NUTaHHA

® oo @ ©

MHINEBEIE cOONasHel (Qemu, nodpocmku, 83pocivie)

cobmoienne orpaHuyeHns 6enka B palHoHe IUTaHUs (Oemu, nodpocmKuy, 83pocavie,
podumenu)

TaKTHKa orpaHH4YeHHs Oeka B palMOHe UTaHUs (podument)

NPAKTHYECKOE BIIMAHME OrpaHHueHHs Oelka B paLliOHe MUTAaHUA (HOOpOCHKY, 63pOCble,
podumenu)

COLHMabHOE BIIMAHME OrpaHu4eHuA OeNka B palHoHe UTaHus (Oemu, nodpocmku,
83pocnvle) :

ofiee BIMAHME OrpaHHyeHus Genka B paloHe TUTAHUSA (HOOPOCMKY, 63pOCble)

obuire npobaeMsl B pe3ynbTaTe OrpaHiyeHus Oenka B pauuoHe muTaHus (demu,
nOOpOCMKY, 83pOCHbIE)

YYBCTBO BHHEI NIPH HECOOMIOAEHHH OrpaHndeHns Oe/lka B palHoHe IMTaHuA (demu,
NOOpPOCMKU, 83pOCble, poOument)

BKYC — HHU3Ko0enkoBas nuia (Oemu, nodpocmiy, 63pocauie)
YIAOBOJIBCTBUE OT elib! (Oemu, NOOPOCMKU, 83POCble, POOUmMents)




KpuTepun BK/II0OYEHNs B NCC/Ie0BAHNE

1. TlanueHTEI My>CKOTO HIIH KEHCKOTO II0JIa, OTHOCAIIHECH K OHOM 13 BO3PAcCTHBIX IPYIII:
ot 9 o 11 ner, ot 12 o 17 ner, crapie 18 ner.

2. Bce maumMEHTHl [JOJKHBI HMETh IONTBEPKIEHHbI  OMAar€o3  «KJIaccHYecKas
(beHuIKETORY pHS»

3. Bce mamueHTHI HaXomATCS ~HA  HHU3KOOEIKOBOI JHETE W IPHMEHSIOT
CHCIHATH3NPOBAHHEIE CMECH aAMHMHOKMCIOT Oe3 (eHHMIanaHWHA M HH3KOOEIKOBEIE
NPOAYKTHI HA OCHOBE KpaxMaJlOB B HACTOSIMI MOMEHT HJIM IIPHMEHSIIH HX paHee.

4. OnmuH M3 pojuTenell MAalMeHTa WM €ro 3aKOHHBIH IPEACTABHTENb (6e3 orpanuveHHs
BO3pacTa ManueHTa).

Kpurepnn HeBK/IIOYeHun B HccIe 0BaHHE
1. OtcyrcTBHE OZHOTO U3 KPUTEPHEB BKIIOYEHHS

2. Octpoe nHbexunOHHOE 3a60/ICBaHNE

PesyabTaTnl

Jns aHanusa xavecTsa XH3HH mampeHToB ¢ ®KV pasmmumoro BO3pacTa M BIIHSAHHS
Oonesnn peGeHKa M OpraHM3alMH CHENHUAILHOTO IHTAHHS HA KH3HD HX poaureneir GwUIO
BEIOPAaHO HECKONBKO MO3MIMH, OTPAXKAIOMMX INCHXO3MOLHOHAILHOE COCTOSHHE IeTell ©
B3pOCJIBIX, KOMIIAEHTHOCTE MAI[HEHTOB M HX CeMeii.

IIpenBapuTensHo ObLI NPOAHATH3MPOBAH MOAY/b, KACAIOIIMACS OMEHKH MAIMEHTOM
COGCTBEHHOTO COCTOSAHMS 3M0POBES. B MOIy/Ie OTpaKeHBI 4acTOTa TaKUX Xajo0, KaK roJOBHEIE
WM abfOMHHAIBHEIE GONM, HApyMEHHS SMOLHUOHAIBLHOTO COCTOSHHMS (mepeMeHYHBOCTE
HacTpOCHHS,  PasipaXKMTENBHOCTb,  arpecCHBHOCTb,  IIOAABIEHHOCTb,  OECIIOKOMCTBO,
TPEBOXKHOCTE), CHHKCHHE KOHIEHTPAIWH BHIMAHUS, IOBBIIIEHHAS YTOMIISEMOCTE, TPEMOP PYK.

AHamu3 cpeaHEX 6aIoB mokasal, 4To y geTelt 9-11 jer 9acTo oTMeYamruch Kaio6bl Ha
TIOBBIIICHHYIO YTOMJISEMOCTh M CHM)KEHME KOHIEHTPAalWM BHUMAaHMs (BHMMATENBHOCTH HA
YPOKaX, NPyTruX 3aHATHSX), TONOBHAA GOJb M OCTAIBHBIE CHMIITOMEI B 3TOH BO3DACTHOM rpyIme
OBLIH MeHee BBIPaXKEHbI. Y MOAPOCTKOB HANPOTHB, B COOTBETCTBHH C TIOJIy4YCHHBIMH OaiaMu,
MHTCHCHBHOCTb I'OJIOBHEIX M a0JOMUHAIBHBIX Gonelf Obuta BBINIE, TakXke, KaK M IEpemasl
HaCTPOCHH, MOBBILICHHAS YTOMISEMOCTh M HApyIUEHHsS BHHMaHHs. Y B3pOCIEIX MALHECHTOB
BBIIIC Ha3BaHHBIC CHMITOMEI ObutH eme 6oJiee BBIPaXCHHBIMH H YacTHIMH, TAKXKE B 9TOM

B03paCTHOﬁ TpyIIE IOSBHIHUCH XANOOBI Ha HECBPOJIOTHYECKHE HApPYIIEHUA B BHIEC TpeéMopa

KHCTEH pyK.
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Takum obpasom, obuMu cuMnTOMamu, Hambolee 9acTo BCTPEYAIOIMMMHUCSH BO BCEX
BO3PAacCTHBIX IpyNIax IAlMEHTOB, OBLIM MOBBINIEHHAS YTOMIISSEMOCTh, CHIDKEHHE BHHMAHHS H
CIOCOOHOCTH K KOHLEHTPAIlMH BHUMAHHS.

B acnexTe MCHX0IMOMMOHAIBHOTO CTaTyca NMALMEHTOB aKIEHT OBUT CIENaH Ha aHAIH3e
CIIENyIOMUX MOKa3aTeNell (OTBETOB Ha BONpPOCHI, BKIIOYEHHBIX B Momynb «DKVY B LEJIOM»):
BIMAHUE 3300/ICBAHUS HA SMOLMOHAIBHOE COCTOSHME, OOIIee, IPAKTHUECKOE H COLHATBHOE
(yHKIHOHMpOBaHKe, GeCIIOKOMCTBO 10 MOBOY B3STHS aHATH3A KpPOBH M PE3yJIbTaTOB YPOBHS
denunananuna. Jlns pomuTenel M B3POCTBIX MANMEHTOB OBUIA TAKKE ONCHEHDI BOIIPOCHI
AOCTYIHOCTH MH(OpPMalMK o 3a00JeBaHMK ¥ (PHHAHCOBOIO BIMSHMS HA JMIHEIA (cemeiinbIii)
OrofuKeT, oTpaxkeHHEIe B Moayne «DKY B umemom» onpocHukoB Adult PKU-QoL© u Parent
PKU-QoL®©.

Ilony4ennsle Npu Ompoce NALMEHTOB M POJHTENEH DPe3yNbTaTEl H HX CPaBHEHHE C
Pe3yJlbTaTaMH, NOIYyYCHHBIMM IIPH BaJMJALMH AHIJIOA3BIYHOTO ompocHuka (Mapi Group)
NpeNCTaBIIEHb] B Tabmuax 3 - 6.

Tabauua 3. Pesyabrate onenxn ausaas ®KV B mesiom Ha NAlHEHTOB
B Bospacre 9-11 jger

s SR Hame uccrnenoBanue Hccnenosanne Mapi Group

n* Me | Q1-Q3 n* Mo | Q-G
OMOIHOHAIBHOE 33(0) 41,7 25,1-51,2 88(4) 33,3 16,7 -50,0
COCTOSIHHE
ITpaxTHueckoe 33(0) 13,5 0,0-25,0 88(4) 0,0 0,0-12,5
BIIMSIHUE
ConuanpHoe 312)* 16,7 8,3-33.3 88(4) 16,7 12,5 -31,3
BIIHSTHUE
O61iee BIHAHME 33(0) 25,0 15,6 -31,3 88(4) 18,8 12,5-31,3
BecnokoiicTBO
10 OBOAY 33(0) 12.5 0,0-50,0 88(4) 6,3 0,0-12,8
B3STHS aHAIHU3a
KPOBH
becnokoiicTeo
TI0 IIOBOAY
pesynbTata A 33(0) 50,0 25,0-75,0 88(4) 20,0 £2,0-72,9
KPOBH

*- B CKOOKax yKa3aHO YMCIIO HEBAIHIHEIX OTBETOB
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Tabauua 4. Pesyasrare onenxn Bansans OKY B 1eioM Ha MAUHEHTOB B Bo3pacTe

12-17 ner
i Hamre uccnenopanue Hccnenoanne Mapi Group

Ka3aTe/n = Me Ql1-Q3 n* Me Ql-Q3

SMONHOHAIBHOE 26(2) 40,0 25,0-70,0 106(4) 30,0 20,0 -40,0

COCTOSIHHE

[IpaxTuyeckoe 26(2) 12,5 0,0-29,2 52(58) 8,3 0,0-25,0

BIIHSHHE

Connansnoe 26(2) 16,7 0,0-33,3 105(5) 16,7 18,3-25,0

BIIHSIHHE

O61mee BiusHHE 26(2) 26,10 15,4 -43,6 106(4) 20,0 12,0 -30,0

becnokoiicTBo

TI0 TIOBOTY 26(2) 0,0 0,0-0,0 106(4) 0,0 0,0-12,5

B3ATHA aHAJIH3a

KpPOBH

BecmokoiicTBo

IO TIOBOJY

s L] 26(2) 25,0 6,25-50,0 106(4) 25,0 0,0-50,0

KPOBH

*- B ckoOKax yKa3zaHO YHCJIO HEBATH/HBIX OTBETOB

Tabuuna 5. PesyasTarel onenxu iausaug ®KY B nesiom Ha B3pOC/IbIX NAIHEHTOB

ITokaszarenu

Hamie nccnenosanue

HccnenoBanne Mapi Group

n*

Me

Ql-Q3

n*

Me

Ql-Q3

SOMOILMOHATEHOE
COCTOSIHHE

18 (0)

392

32,5-50,0

103(1)

45,0

25,0 -60,0

I[IpakTiueckoe
BIIMSIHHE

16(2)

20,3

6,8-32,8

99(5)

12,5

6,3-25,0

Conmansaoe
BJIMSHUE

17(1)

15,4

0,0-25,0

103(1)

16,7

6,3-25,0

Obmee BIugHHE

17(1)

27,0

18,3-39,3

60(44)

27,1

18,8-39,6

BecnokoiicTBO
10 IIOBOJY
B3STHS aHaJIH3a
KPOBH

18(0)

15,3

0,0-31,3

94(10)

0,0

0,0-12,5

becnoxkoiicTBO
110 IIOBOAY
pe3ynbTaTa
DA kpoBm

18(0)

48,6

25,0-75,0

103(1)

25,0

25,0-50,0

BecnoxoiicTBo
TI0 IIOBOJY
pe3yibTara
@A KpoBH BO
BpeMsA
[peacTosie
OepeMeHHOCTH

13(5)

63,5

50,0 -75,0

65(39)

100,0

75,0-100,0

dunHaHCOBOE
BIIMSHHUE

17(1)

25,0

0,0 -37,5

103(1)

0,0

0,0-25,0

Hudopmanus o
OKY

17(1)

47,0

25,0-62,5

103(1)

25,0

25,0-50,0

*- B ckoOKax YKa3aHo 1M CJI0 HCBAJIILIHBIX OTBCTOR
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Tab6anna 6. PesyabTatel ouenkn Biausuusg ®KY B nesiom Ha poaurelieii nanueHToB

. Hamre uccnenopanue Hccnenosanne Mapi Group
oKazaTeu - Me Q1-Q3 n* Me Q1-Q3

OMOIHOHAIBHOE 68(7) 46,9 37,5-65.6 247(6) 37,5 25,0-62,5

COCTOSTHHE

ITpakTHyeckoe 37(38) 10,0 4,1-25,0 191(62) 215 25,0-62,5

BIIMSIHHE

Cormamaoe 60(15) 125 | 50250 | 241(12) 12,5 0,0-25,0

BIIMSIHHE

O6uee BiusHEe |  62(13) 24,2 10,5-37,1 246(7) 12,5 0,0-25,0

becnokoiicTBo

peberka 1o 74(1) 12,5 0,0250 | 244(9) 21,4 11,535,0

TIOBOJY B3STHS

aHaJIM3a KPOBH

BozneiicTeue

BecrnokoiicTBa 49(26) 12,5 0,0-43,8 242(11) 12,5 0,0-37,5

pebenka —

aHaJIM3 KPOBH

BecnokoiicTo

I10 IIOBOY 74(1) 75,0 50,0-75,0 247(6) 125 0,0-37,5

pesyneTara

DA xpoBH

@®uHaHCOBOE 71(4) 25,0 0,0 -25,0 245(8) 25,0 25,0-50,0

BIIHSIHUE

gfll{d;fPMa““” ° | 5619) 50,0 | 50,0-75,0 | 247(6) 250 | 250-50,0

*- B cKkoOKax yKa3aHo YHCJIO HEBAIUIAHBIX OTBETOB

Kax BHIHO W3 mpencTaBeHHBIX TaGHI, BIMSHHE 3aG0OJIEBAHHS HA SMOLMOHATBHOE
COCTOHHE CPEJHEH CHIBI MCHBITBIBAIOT BCE NAIlHEHTHI HE3aBHCHMO OT BO3pacTa, HpPHYEM
KoneOaHus CTCNEHA 3TOTO BIUAHUSA (cpeaHuii 6awt 46,9) B HallleM MCCIEOBAHUM CYILIECTBEHHO
HE OTIMYaeTCs OT TaKoBOH (cpeanuii 6amn 37,5) B uccnenosaunu Mapi Group. Beuio mokasaso,
YTO HAaHOOJBLIYIO CHIy SMOIMOHAIBLHOTO BJIHAHMS XPOHHYECKOH HAC/IENCTBEHHOMN HATONOTHH Y
peOeHKa HCIBITHIBAIOT POMMTENH GOJBHBIX [eTell. BpeMs NPaKTHYECKOTO M CONMAIBHOTO
BIIMSIHUA O0/Ne3HH BRIP@KEHHO Y JeTel He Gonee weM Ha 13,5 u 16,7 6108 COOTBETCTBEHHO, Y
TIOZIPOCTKOB 3TH IIOKA3aTeJIM OCTAIOTCA B aHAJOrH4HbIX mpenenax (12,5 u 16,7 Gamios
COOTBETCTBEHHO), Y B3POCIIBIX CHIIA BIHSHES O0JIE3HM HA PAKTHYECKYIO JICATENHHOCTS HEMHOTO
Bemie (20,3 6amna). ITo0 MOKET CBHIETENBCTBOBATE O MOCTEINEHHO HapacTalomeM Bo3JeliCcTBHH
Pa3NHYHEIX (aKTOPOB GONE3HH HA MPAKTHYECKYIO ACATENBHOCTS (yueba, paboTa, ciopt, Apyrue
BH/Ibl aKTHBHOH NEATENHHOCTH), B TO K€ BPeMs B3POCHIBIE NALMEHTHI HE OIIYMIAIOT CHIBHOTO
BIIMSIHEA OOJIe3HM Ha COIMANbHYIO akTHBHOCTE (15,4 6auia). Eciu onenuBare oblee BIHSHHE
OKY Ha COCTOSHME NAIMEHTOB, TO CIELYyeT OTMETHTh, YTO IpPH COGIOIEHHH IIpaBHI

AUCTOTCPANIHHA C BO3PACTOM IIAllTHEHTa OHO OCTAETCS OTHOCHTEJIBHO CTAOMIIBHBIM. HeCMOTpﬂ Ha
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PasuiHs B KOJHYECTBE ONPOINCHHBIX PECHOHACHTOB, HAIIH JAHHBIE BIIONHE COrJIacyIoTCsa C
PE3ybTaTaMH, Oy4€HHBIMH B X0ZI€ HccnenoBanns Mapi Group.

Bompocer gByx nomeHoB «unbopMamus OKY» u «(pHAHCOBOE BIHAHME)» BKIIOYEHEI
TOJIBKO B aHKETBI JUI B3POCIIBIX MALHEHTOB U POAUTENEi. Pe3ynsTars! mokasamm, uto Gonbmee
SH@9CHHE JUIA POCCMHCKMX B3pOCHBIX [AMEHTOR H  POJUTENEH HMeeT (axTop
uH}popmupoBanHocTH (47,0 u 50,0 Gamwios COOTBETCTBEHHO) II0 CPaBHEHHIO C (DHHAHCOBBIM
BIHAHUCM, CHJIa KOTOPOro cocTaBu 10 25,0 GaioB cooTBeTCTBEHHO. B Hecnenopannn Mapi
Group QunancoBoe BiHsHHE cocTaBNAeT Takke 25,0 GALIOB, a BIMIHHAE HH(OPMHPOBAHHOCTH
Toxe 25,0 6anmoB, 4To B 2 pasa HHxe IOJIYYEHHBIX HaMH [OKa3aTeneii.

B wuccnenosanmm GBUIM IpoaHANTM3MpPOBAHEI OTBETH HA BOIIPOCEI JIoMeHOB «IIpuem
IUIIEBBIX 100aBOK» (NHINEBBIE JNOGABKH — CMECH aMMHOKHCIOT 6e3 deHnnananuaa), u
«Orpanudenne 6eKka B palEOHe IMTAHAA», KOTOPBIE BKIIOYAIOT PAI IIOKa3arenel, CBA3aHHbIX C
COONIONICHHEM  peXMMa INHTaHUA | TUNO(QEHANATAHHHOBOM  JIMETHI,  COLHAIBHBIM
QYHKUMOHHMpOBaHHEM, B TOM WYHCIE M B CEMBE, 4 TAKKe OTOOpP@XAIOMHUX YYBCTBO
OTBCTCTBCHHOCTH IIALIHCHTA U POAMTENICH 3a COOMIONCHHE BCEX ACTIEKTOB JMETHL.

Pe3yneTaTh! OLlEHKH Npe/cTaBIe s B Tabnunax 7 - 9.

Tabmuua 7. PesynbTaThl OMEHKM BJIMSHHS TPHEMa AMHHOKHCIOTHBIX cMeceii,
OTPAHHYCHHS HATYPAJIBLHOrO (eJKa B MHIIE H HEOGXOUMOCTH COOTIONEHUS AHETHIECKOT0
€KHMA HAa NAIHEHTOB B Bo3pacre 9-11 Jrer

Hame uccnenoanue WUccnenosanne Mapi Group

TTokazarenn 3 Nic Q1-Q3 n* Me Q1-Q3

Cobmonenne
pexuMa npuema
MTHIIEBBIX
nobasok (AKC)

33(0) 0,0 0,0-25,0 84(8) 0,0 0,0-12,5

ITuiessie

32(1)* 25,0 12,5-50,0 85(7) 0,0 0,0-50,0
cofa3Hel

Bnusiaue
OrpaHUYEHHS
Oenka Ha
OTHOIIIEHHS C
IPYTUMH
JIIOIBMH

33(0) 30,0 10,0-40,0 86(6) 15,0 5,0-30,0

Y oBneTBopeHme

33(0) 0,0 0,0-50,0 89(3) 50,0 0,0-100,0
OT /1Bl

YyBCTBO BUHEI
IIPH IUIOXOM
cobimoieHne
npueMa
MHIIEBBIX
nobaBok

33(0) 50,0 25,0-75,0 83(9) 50,0 0,0-100,0

Oomme
po0OJieMEl B 33(0) 0,0 0,0-25,0 86(6) 0,0 0,0-25,0
€3yJbTaTe
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OrpaHHYCHHS
Oenka B panuone
IUTAHUS

*- B ckoOKax YKa3aHO YHCJIO HEBAJIUJIHEIX OTBETOB

Tabauma 8. PesyabTaThl OLEHKH BJIHSHUSA NpHeMa aMHHOKHCJIOTHBIX CMeceid,
OTPAaHHYEHHS HATYPAJILHOro 0eJika B MAIIe H HEOOX0AMMOCTH COG/II0EHHS JHETHIECKOro
€XHMa Ha nmoapocTkoB ¢ PKY B Bozpacre 12-17 ner

IMokazarenu

Hamre uccnegosanne

Uccnenosanne Mapi Group

n*

Me

Q1-Q3

n* Me

Ql-Q3

Cobmonenne
pexuMa npuema
MTHIIEBEIX
no6asok (AKC)

23(5)

6,2

0,0-25,0

98(12) 6,3

0,0-25,0

YyBCTBO BHHEI
IPH TUIOXOM
coOmonenue
npueMa
MHIIEBBIX
J00aBoOK

24(4)

50,0

25,0-75,0

94(16) 25,0

25,0-75,0

[Tumessie
co0J1a3HEI

27(1)

25,0

0,0—62,5

91(19) 50,0

25,0-50,0

ConuansHoe
BIIMSIHUE IIpHEMA
MHUIIEBEIX
Jo6aBok

27(1)

15,0

0,0-30,0

93(17) 5,0

0,0 -20,0

Y noBnerBopenue
OT eJibl

23(5)

25,0

0,0-75,0

90(20) 0,0

0,0-25,0

*- B ckobOkax YKa3aHO 4YHCJIO HEBAIIUJIHBIX OTBETOB

Tabauma 9. PesyabTaTel oleHKH BJHSHHS npHeMa aMHMHOKHCJIOTHBIX CMeceid,
OTPAHMYEHUS HATYPAJILHOrO GeJIka B MHINEe H HEOOX0IUMOCTH COGII0OdEHUs TNETHIECKOro

€KHMa Ha B3POCJbIX nanueHToB ¢ PKY

IToxazarenu

Hamre uccinenoBanue

Hccnenosanne Mapi Group

n*

Me

Q1-Q3

n* Me

Q1-Q3

Cobmronenue
pexxuMa npueMa
THIIEBEIX
nobasok (AKC)

14(8)

25,0

14,6-33,3

82(22) 18,8

6,3-32,5

UyBCTBO BUHEI
IIPH IUIOXOM
cobmonenue
npuemMa
MHUIIEBBIX
J106aBOK

17(1)

50,0

25,0-50,0

82(22) 50,0

25,0-75,0

OTtHOmeHne
MEXAY YiIeHaMH
CEMBH H3-3a
nmpueMa
MMHAIEBBIX
J06aBOK

18(0)

0,0

0,0-0,0

82(22) 0,0

0,0-25,0
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Bxkyc numeBsIx

17(1) 25,0 25,0-50,0 82(22) 50,0 25,0-75,0
noGaBoK

ITumesesie

18(0) 50,0 21,8-75,0 85(19) 37,5 12,5-50,0
co0JIa3HEI

ConnansHoe
BIIUSHHE
OrpaHUYEeHHUS
Oenxa

18(0) 17,9 48-30,0 | 85(19) 12,5 4,2-25,0

Bkyc
HHU3K0OEIKOBOIt 17(1) 23,5 0,0-37,5 69(35) 25,0 25,0-50,0
HIH

YnosnerBopenue 18(0) 12,5 0,0-56,3 84 (20) 25,0 0,0-50,0
OT eIl

*- B cKOOKax YKa3aHO 4YHCJIO HCBAJIHIHEIX OTBETOB

TlonydeHHbIe JaHHBIE CBHIETENLCTBYIOT O TOM, YTO BIMSHHE COGMIONCHHA DPEXHMa
npuema AKC mocteneHno ycuiuaeTcs oT AeTckoro Bospacta 9-11 mer (0 6awioB - BiuusHHE
OTCYTCTBYET), A0 ciaboro (6,2 Gamia) y moapocTkoB u Gojiee BEIpaXEHHOTo (25 OamnoB) y
B3POCIBIX MalMEHTOB. B  JEHCTBUTENBHOCTH H3BECTHO, 4YTO B3POCIBIE MAIMEHTHl XYXKE
COOMIONAIOT PEKUM ITHTAHMA [0 CPABHEHHUIO C 1eThMHU 9-11 JIeT, y KOTOpBIX Gpems OpraHu3anuu
JMETBI U COONIIONCHUS peXXuMa B GOIBIelf CTeNeH: KacaeTcs UX pojauTeneil. BaxHo OTMETHTD,
9YTO I3TOT IIOKas3aTelib, KaK H OINYILECHHE YYBCTBA BHHBI 3a HEBELINOJIHEHHE AHETHYECKOIrO
PEXHMMa, SBJIAIOTCA KOCBEHHBIMH MapKepoM CaMOOLEHKH IAalHEHTa CBOECH KOMIUIAGHTHOCTH.
UyBCTBO BHHBI IIPH HapyIIeHHH pexuMa juerorepanum (mpuema AKC) y naunmeHToB Beex
BO3pacToB ObUIO JocTaTounHo cuibHEM (50,0 GalioB BO BCEX BO3PACTHBIX rpynnax),
AHAJIOTHYHYIO CUJTY NAaHHBIH IIOKa3aTelb IPOJEMOHCTPHPOBAN H B HecleoBanusax Mapi Group :
50,0, 25,0, 50,0 COOTBETCTBEHHO IO KAKIOL BO3PAacCTHOH TIpyINIe PEeCHOHAEHTOB. BaxHO
OTMETHTB, YTO YHCJIO ONPOIICHHBIX MOJPOCTKOB B HccaenoBaHUH Mapi Group 6r11o Gonbine
TIOKA3aTeNb «YYBCTBO BHHEI» OBUI B 2 pasa crmabee IO CPAaBHEHMIO C AETHMH M B3POCIBIMH.
Bo3MOXXHO B JaHHOM cilydae XapakTepoJOTrHYecKHe OCOGEHHOCTH IIOJIPOCTKOBOTO BO3pacTa,
OTpHIIAIOIIHE Kakoe Jub0 YyBCTBO CBOEH BHHBI, CHITPAlM CBOIO pOJib. OUYeHp BaXHEIA
TIOKa3aTesib — 3TO BIHSIHHE NMHUINEBBIX COo0na3HOB. BrIpakeHHOCTE Bo3AeicTBHA 3TOrO (hakTopa
Ha Ka4eCTBO >KH3HM IIAIIHCHTOB BO3pacTacT BABoe: ¢ 25 GamioB B gerctBe g0 50 OaLioB K
B3pOCIIOMY nepuoAay xu3HH. [IpobnaeM ¢ yaoBneTBOpeHHEM OT €/ibl HE HCIBITHIBAIOT meTH 9 -11
net (0,0 6annoB), HO K IIOAPOCTKOBOMY BO3PACTY 3TOT (aKTOP CTAHOBUTCS GOJEe BAKHBIM JUIS
KadecTBa XHM3HH (25 Gamwnos), y B3pocibIX OH MeHee BbIpaxeHHbIH (12,5 GawioB) npu
AOCTAaTOYHO IIPH BHICOKOH BapuaGenpHOCTH (0T 0,0 MO 56,3 GanoB) y Kaxaoro marueHTa.
HerarupHoe BiMsAHHME OrpaHHYeHMs OeclKka B IMINE, COOTBETCTBEHHO H npuemMa AKC, Ha

OTHOIICHHA C NPYTUMH JIXOIBMH, OKa3aJI0Ch JOCTATOYHO BEIPaXKEHHBIM y nereit (30 Gamios), y
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TTOAPOCTKOB M B3POCIIBIX BIUSHHE JAHHOTO (akTopa G6suto HeMHoro cnabee (15,0 u 17,9 6amios
COOTBETCTBEHHO). HeymoBneTBopHTEIBHEIE BKYCOBBIC KA4eCTBA AMHHOKHCIOTHEIX CMecell
CHCHHAIBHBIX HH3KOOEIKOBBIX TPOJYKTOB KaK (aKTOp, OKA3HIBAIONIME 3HAYHMOE BIHAHHE Ha
KadeCTBO XHU3HH, UMCIOT YMEPEHHYIO CHILy BO3/IECHCTBHS Ha NALMEHTOR BCEX BO3PACTHEIX rpymm
H B CPEZIHEM COCTABIISIOT 25 Oaiios.

Yro kacaeTcs pOAHMTENEH, TO ONEHKA WMH CHJIBI BIIHSHHS NOJIEpKAHUA pEeKHAMA
IHTAHKSA, OOECNEYeHHs YIOBIETBOPHTENBHOrO KauecTBa MHIIH, CBOEBPEMEHHOI0 IpHEMa
AMHHOKHCJIOTHBIX CMECEH, OTPAaHMYEHHs HATYpPalbHOrO Genka B NHINE M HEOOXOMUMOCTH
COOJIFONIEHHS IMETHIECKOTO PeKUMa Ha COBCTBEHHEIH 00pa3s XH3HU 3HAYMMO HE OTIIHYAETCS OT
MHCHHS, IOyICHHOrO P ONPOCE IETEH, IOAPOCTKOB K B3pocibix ¢ DKY (Tabmuma 10).

Tabmuna 10. Pe3yabTaThl ONEHKH BIMAHHS HEOGXOXMMOCTH Opranm3anuu
rHnoGeHNIIaIAHNHORBOI JHETLI Ha PpoAMTe e manuenTos ¢ OKY

IToxaszaremu Hame uccienoBanue Hccnenoranne Mapi Group

n* Me Q1-Q3 n* Me Q1-Q3

Cobmonenue
pexumMa npuemMa
MTHIIEBBIX
Jo6asox (AKC)

69(6) 0,0 0,0-250 | 217(36) 0,0 0,0-25,0

YyBCTBO BHHEI
U IIOXOM
cobmoneHnH
pexumMa rpuemMa
ITHINEBEIX
no06aBox

69(6) 75 50,0-100,0 | 214(39) 50,0 25,0-75,0

OTHomEeHHE
MEXIy YIeHaMH
CEMBH H3-3a
npuemMa
MUIIEBBIX
100aBoOK

72(3) 12,5 0,0-50,0 214(39) 50,0 25,0-75,0

IIpakTHueckoe
BIHSIHUE
[UIIEBEIX
n06aBoK

66(9) 16,7 0,0-354 | 217(36) 8,3 0,0-33,3

TaxTnka npuema
IHIIEBBIX 73 0,0 0,0-25,0 219(34) 0,0 0,0-25,0
no6aBok

VYIoBnerBopenue 68(7) 25.0 0,0-50,0 218(35) 0,0 0,0-25,0
peOeHKa oT bl

*- B CKOOKaX YKa3aHO YHCIIO HEBAIU/HEIX OTBETOB
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O0cysxaenne pe3yIbTaTOB HCCJIEI0BAHHUS

Knaccuueckas denmnkeronypus (®KVY) - pemxoe HaciencTBEHHOE 3aboieBaHue,
BO3HHUKAIOLIECE B pe3yJjibTaTe HeloCcTaTKa (pepMenTa nevenn $eHmnamanuHrugpokcunasa (PAH),
KoTOpel npeobpasyer denmnamanun (PA) B THPO3MH. QEHUIKETOHYPHS TIPH OTCYTCTBHM
CBOCBPEMEHHO HAYaTOro JICYCHHS NPHBOAUT K HAKOIUICHHIO (heHHIATAHHHA H €r0 aHOMAIBHBIX
METabOJIMTOB B KPOBH, 4TO OKA3bIBACT TOKCHUECKHH 5(B(EKT HAa TOJOBHOH MO3r M JKH3HEHHO
Ba)KHBIE OPraHBlI.

DCHUIKETOHYPHsS ~OTHOCHTCS K TIPyIIIE  HEHpOJETeHEpPaTHBHBIX  3aG0MeBaHMiA
HWHTOKCHKAlIHOHHOTO THIIA, II09TOMY OTKa3 OT JICYECHHUA B TIOO0M BO3PACTE HENMPHEMIIEM, TaK KaK
B JICTCTBE 3TO IPHUBEAET K 3a[CPKKE YMCTBEHHOTO Pa3BHTHS M PAa3IMYHLEIM KOTHUTHBHEIM
HapyIUCHUSM, TOSABJICHHIO CYAOPOr, KOTOPHIE HE IOJIAIOTCA OOBIYHOM IIPOTHBOCYIOPOKHOM
TepanuH, B Oojiee crapmieM BO3pacTe - K COLMANLHON M IICHXOJOTHYECKOH jesamamramad. Y
MHOTHX TIalHMEHTOB IIPH OTCYTCTBMH JICYCHHSA HaOJIIONAIOTCA IIOpaXEHHsS KOXH B BHIE
AepMaTUTa WK 3K3eMEL [Tostomy BaxkHO, 4TOOBI TEpanus GBUIA OKH3HEHHOMH.

OGbryHoe nedeHne (EHHIKETOHYPHHM BKIIIOYAET CTPOTO OTPAHMYHTENHHYIO AUETY C
HU3KUM coziepikanueM DA B IETCKOM M ITOAPOCTKOBOM NEPHOAAX KH3HH; JHETY ¢ MECHBIIHMHE
OrpaHM4CHUSMH BO B3POCIIOM IEPHOJIE KU3HM, C HCKIIOYEHHEM U3 Hee MPOAYKTOB C BHICOKHM
conepKaHueM OelKka, TaKuX Kak MAco, prida, I, ChIp, MOJIOYHEIE IPOIYKTH U Xie6. Jleuenne
(hennnkeToRypuH TpeGyeT PeryIspHOro B3ATHA MPo6 KPOBH, y4eTa IpHeMa IHIIH, PETyIApHBIX
H YacThIX MOCCIICHHH KIHHWK, 3aHMMarommxcs yeyeHueM ®OKVY, ocobGeHHO B [IEpBLIE TOJEI
Ku3HM pebenka. B pesymbrare ®KV u ee ledeHHe MOXET BIMATH HAa KAadecTBO JKU3HH,
00YCIIOBIICHHOE COCTOSHHEM 3/10POBb: IALUEHTOB, & TAKKE MX POIUTEICH.

Hccnenosanme xauecTBa JKH3HH HA OCHOBAHMM JaHHBEIX ONpOCA SBISETCA B
MEXYHAPOIHOH NPAKTHKE OOIIENPHHATEIM, BBICOKOMH(POPMATUBHBIM ¥ 3SKOHOMHUYHELIM
METOZIOM OLIEHKH 3JI0pOBBSl M OJIaromonyyus pa3iHYHBIX KOHTHHICHTOB HACEICHHUS, a TAKKe
OIICHKH 3((PECKTUBHOCTH IIPOBOIMMBIX JIEYeGHBIX M PeaGUINTAIHOHHEIX MEPOIPHATHIA.

JIs cosnanus M BanHIAlMM PasHOASHMHBIX BAapHAHTOB AHKET 10 MCCIIEI0BAHMIO
KadecTsa XKu3HA GonbHbX ¢ DKV ¢ 2007 roxa mpoBeeHs! MOMCKOBEIE ONPOCH! MALKEHTOB: 16
B3POCIIEIX MALMEHTOB B Bo3pacre crapime 18 ner m 13 mompoctkoB B Bospacre 12-17 ner,
pomutenedt nereit ¢ @KV - 3 pomureneii moxpoctkos B Bospacre 12-17 ner u 16 poaureneii
AieTelt B Bospacte 4-11 Jier, a TakKe MEIMUHMHCKHX PaGOTHHKOB, MPHHMMABIIAX y4acTHE B
JICYCHUH ¥ yxone 3a mamueHTamu ¢ @KV (17 mueronmoroB m 13 meamarpos). Ompockl

TIPOBOAHMIIMCH ONHOBPEMEHHO B HECKOJIBKUX CTpaHax: BemukoOputanuu, I'epmannu, Opanimuu u

HUcnanuu.
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[lensl0 MaHHBIX MOMCKOBEIX OMPOCOB GBLIO Nony4eHne HMHGOPMAIIHM, BAXHOH I
TIAIMEHTOB 1 MX POJUTENEH C TOUKH 3PeHHs BIUAHHA 3a00/IeBAHHA M €TI0 JICUCHHA (T.€. TUETH 1
TIpHEMa CICNHATM3HPOBAHHBIX CMECEH) Ha JKM3HB JETEH M B3POCIBIX C (benunkeronypueit. Beut
TNIPOBENICH YIiyOIICHHBIH aHAM3 ITHX OMPOCOB C IEIbIO BHIIETCHUS KOHIENIHMH, CBI3aHHEIX C
BIIHSHHEM 3a00JI€BaHUS MM €r0 JeYeHHS Ha MALHEHTOB U HX poauTeneii.

Ha ocHoBanum aHanusa uHTepBBIO GBUIM pa3paboTaHEI IBE KOHIIENITyaJIbHbIE MOEIIH
Buanud OKVY u ee NedyeHHs Ha NMAUMEHTOB W PogUTENeH, COOTBETCTBEHHO. Jlanneie Momenu
NpeJICTaBIeHE] Ha pHUCYHKaxX 1 1 2.

C Touxu 3penus naupentor, ®KY MOXEeT OKa3LIBATH BIMSHUE HA COCTOsIHHE 3/10POBbA,
TICHXOOTHYECKYI0 (DYHKIMIO, CEMEHHYIO XH3Hb H COLHAIBHYIO ¢ynxumo. Kpome Toro, mo
MHEHHIO HCKOTOPBIX IIAIIHCHTOB, JICYeHHe (EHUIKSTOHYPHH OKa3BIBATIO HETATHBHOE BIIHSHUE HA
HX XKH3Hb. OQHAKO HECKOIBKO IAI[HEHTOR coobummy, uro KV u ee neueHme He OKa3LIBAIH
CYIICCTBEHHOTO BIIMSHAS HA MX JKH3Hb, TaK KaK OHH HE 3HAIM APYTOoro o6pasa JKM3HH H
BBIPOCIIH, HCHOMNb3YsA JiedeOHyro muery. Ha u3Hp namuwentos ¢ KV MOTYT BO3J€iCTBOBATHL
Takue Omocpenyromue (GakTopel, Kak coOMIOEHHE pEXHUMA JICYEHHS HIH HOJZIEPXKKA CO
CTOPOHBI CEMBH H JIPY3€id.

C Toukm 3penus pomureneit, ®KY okassBaer BiusHHe Ha yXon 3a peOeHKOM, Ha ero
ICUXOCOIMANBHYI0O (YHKIHMIO, HAa CEMEHHYI0 JKH3HB, Ha COUHANBHYI0 GYHKIHMIO H
SMOIHOHANBHOC COCTOAHME poxautencdl. Heo6XomumocTe obGecrieyeHHS cOGMIONEHHS HX
PeOCHKOM JMETHI M PeXHUMa NpHEMa AMHHOKHCIOTHEIX CMECEeH, TakKe OKas3hBaI0 0OJIBIIOE
BIIMSHHE Ha poauTenei. Bo3amoxkno, neuenne ®KY BerBBaIO Gonee BBIPAXXEHHYIO HETaTHBHYIO
PeakIiio y poxuTenel, yeM y nanuentos. Onocpeayrompe GpakTopsl y poauTeneii GbUTH CXOKH

C TAKOBBIMY, COOOIIIEHHBIMH NarmueHTaMu.
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______ 2 4

Kuen'ryanbuan mozeab BN PKY n ee jieuenns Ha nanuenTor
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B mpenpitymmx 3apyGexHBIX HMCCIEIOBAHMAX OLIEHKY KAYECTBA JXKH3HHM MAIUEHTOB C
OKYV npoBoguiM ¢ MCIONE30BaHHEM CTAaHAAPTHEIX ONPOCHHKOB 6e3 ydeTa creludHuKH TaHHOTO
3a0osieBanus. ITOCKONBKY TaKue acmekThl (IOMEHBI), KaK JHeTa, He OBLUIM BKIIOYEHBI B STH
IIKaJIbl, BIMAHHE (DEHMIIKETOHYPHH NOJDKHBIM 00pa3oM He MOIJIo GBITh OTpPaXeHO B 3THX
uccienoBanusx. Kpome Toro, B OOBIMHBIX ONpPOCHHKAX KAa4decTBA JKH3HH OTCYTCTBYET
cnenuduieckuit HHCTpyMeHT Ui onernku KK pomuteneii nanuentos ¢ ®KY, B To BpeMs Kak
HEJIb3s HENOOLEHMBATh COCTOSHHE POAMTENCH, MOCKONBKY HX Olaromoiyyume BIHMAET Ha
3/10poBb€ H pa3ButHe Jereit ¢ DKV,

B Poccum mnomoGuble wuccnemoBanus mnposomwiuce B 2011-2012 rr, IpH 3TOM
UCIIOJIB30BATMCE CTAHAAPTHBIE IEAMATPHYECKHE ONPOCHHKH I AeTell M HX pPOAMTENEH.
JleTanbHbIA aHaM3 STHX NAHHBIX IIO3BONII YCTAHOBHUTH M3MEHEHHS, IIPOMCXOMIANIME B TPYIIIE
Gomerbix @KY mo Mepe uXx B3pocieHus. Tak, y JONIKONBHHKOB OTMEUEHHI H3MEHEHHS,
CBS3aHHBIC ¢ (PU3UYECKHM H SMOIHMOHATBHEIM ()YHKIHOHHPOBAHHKEM, B TO BPEMA KaK B IPYIIIe
MIaIMX IIKOJIBHUKOB M TOAPOCTKOB oOmiee cHmkeHue KK ycyryOmsamoch yxymmeHHeM
NOKa3aTeNed COLMAILHOIO M POJEBOro (YHKIMOHHPOBAHHS. YKa3aHHad IMHAMHKA ObLIa
paclieHeHa KaK pe3ynbTaT XPOHHYECKOrO CTpecca BCIIEACTBHE YBEIHYEHHS YMCTBEHHOMH,
(usnyeckoit u SMonMOHaNBHOM Harpy3ku. 3Haummas (p<0,050) pasHuma mokazaTeneii
COLHAILHOTO M POJICBOro (GyHKIHOHHPOBaHHA ObLUTa BeIABIEeHA Y 60pHBIX OKY B 3aBHCHMOCTH
OT CpOKa Havaia JICYEHHUs: [IPY PaHHEM Ha3HAYEHHWH JIMETOTEpANuH JaHHEE mokasaremu KOK
OBUIM BEHIIE TI0 CPABHEHMIO C IAIMEHTAMH, JICICHHE KOTOPHIX CTAPTOBAIO MOCIE 3-X MECALEB
KH3HH.

B Hacrosiuem wccnenoBanuy GBITH IOy deHbI JaHHEIE, YKAa3bIBAIOMIKE Ha BO3PACTAIOMIEE
BIIHSHHE METa0OINYECKUX HAPYIIEeHHUH NPpH HEHIIKETOHYPHA HA COCTOSHHE 3I0POBbA B IIEJIOM,
CaMOYyBCTBHE, IICHXO3MOLMOHAIBHYI0O M KOTHHUTHBHYIO c(epbl manmeHToB. HaubGonbinee
3HaY€HHE, KaK OBbUIO YCTAaHOBJIEHO, y BCEX MALMEHTOB HMEIOT TAKHE IIOKA3aTeNId COCTOSHHS
o0mero 3M0poBks, KaK MOBBINICHHAs YTOMISEMOCTb, CHH)KGHHE BHHMAHHS M CIIOCOGHOCTH K
KOHIIEHTpaLlH:d BHUMAaHHSI.

BakHO OTMETHTB, 4TO y BCeX IAIMEHTOB HE3aBHCHMO OT BO3PAacTa, H MX POXHTENIEH,
IPHOPHTCTHEIM IIOKA3aTeIeM, BIMAIOIMIAM Ha Ka4eCTBO MX JKWU3HH, SBIETCS YPOBEHb
(enunananuHa B KPOBH, MO NOBOJY Y€ro NALUEHTH HCHBITHIBAIOT CHIBHOE GECIIOKOMCTEO.
OznHako, y B3pOCHBIX TMAMEHTOB AKIEHT Ha YPOBEHb (EHHNATAHHHA B KPOBH HIDKE IO
CPaBHEHHIO C IETBMHU M moApocTKamMu. OYeHb CHIbHOE OECIOKOMCTBO HCIBITHIBAIOT AEBYIIKH 110
NOBOJYy IMOBBIICHHS YPOBHA (EHHIATaHHMHA B IIEPHOJ IPEACTOSMENR OepeMEHHOCTH,

aHAJIOTUYHEIE JaHHEIE OBLIH IIOTY4€HBI HA 3TOT BOIIPOC y BCEX 3aPY6e}KHI:IX PECIIOHACHTOK.
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B HameM uccieNoBaHUH BIMSHHE AUETHI HA SMOLMOHAILHOE COCTOSHHE HE 3aBHCENIO OT
BO3pacTa NalHeHTOB, KOIeOaHus 9TOT0 MoKa3are/i OblTM HEe3HAYUTE/IbHbI, YTO CBHIETENILCTBYET
0 CHIDKEHHH GpeMeHy 3a60/1eBanusl, TOCTENEHHOro (JOPMUPOBAHUH IIPUBEIMHOTO 06pa3a XH3HH,
00YCIIOBIEHHOTO B IIEPBYIO 0Uepeb 0COOEHHOCTAMY THTAHHUA.

Upe3BbYaiHO BaXHEBIA acmeKT, OT KOTOPOro 3aBHCHT 3()(EKTHBHOCTH JICUCHHS H
COOTBETCTBEHHO KaYE€CTBO JKM3HH JIETEH, IOAPOCTKOB M B3POCIBIX ¢ (EHHIKETOHYpPHEH — 3TO
KOMILIAEHTHOCTh CeMbH GONBHOTO pebeHKa, a B JaIbHEHIIEM caMoro IalueHTa.

KoMniaeHTHOCTh  3aK/OYa€TCS B YETKOM CIEHOBaHMM DPEKOMEHJANHMAM Bpaya,
BLINOJIHEHUH BCEX INpPaBHJI JUETOTEPalHH M o0Opasa XKH3HH: pexuMa, cOallaHCHpOBaHHOCTH M
cocTaBa [METhl, NpHEMA AMHUHOKHCIOTHBIX cMecell Oe3 (eHHWIanaHWHA M  aJeKBaTHOTO
UCIOJB30BAHNS CIICUATBHBIX HU3KOOEIKOBBIX MPOIYKTOB, IEPHOAMYECKAs KOPPEKIH PallHOHA
B COOTBEICTBMM C H3MECHEHHSMH MAacchl Tela, KONEGAHWAME VPOBHS (DEHMIATAHMHA B
CBIBOPOTKE KPOBM, NPOBEJCHHE €XErOAHON MUCTaHcepusauuu M 1p. Beemy stomy obyuaror
CHaJanma pojuTeneil maunueHra, QOpMHpYS ONpeNeNeHHBI 00pa3 KH3HH M IHTAHHA IS
nanuenta ¢ PKV, satem pomutenu, HauMHas ¢ CO3HATENBHONO BO3pacTa pedeHKa, IPHYIAIOT K
TaKOMY CTHJIIO IIMTaHHUS CBOETO pebeHKa, MpHUBIEKas ero K IPUrOTOBICHHIO HH3KOOEIKOBBIX
6mozn, BEIOOPY M MOKyNKe HH3KOGEIKOBBIX NPOAYKTOB M TONY(aOpUKATOB B Marasmie,
COCTaBJICHHIO HHAUBHIYAJIILHOIO MEHIO Ha OJHH, TPH, IATh JHEH, a B JalbHeHIIeM u Ha Gojee
JUMTENbHOE BpeMs. Takoi MOAXON 3HAYMTENBHO OONIErYaeT HE TOJBKO OPraHH3alHIO, HO
TTIABHOE, IOCTOSHHOE MCIIOJIIB30BaHHE aJ€KBAaTHOH I KaKAOro MMAlHMEHTa HHU3KOGEeIKOBOM
JMCTBI ¥ MPUEM aMHUHOKHCIIOTHBIX CMecei. B HameM ucciefoBaHAM CaMOOICHKA MALHEHTOB HX
COGCTBEHHOH KOMILTACHTOHOCTH HMeJIa CPE/THIOO CHITY BIHAHHSA Ha KAYECTBO HKU3HH.

B mnpencraeieHHOM HCCIENOBAaHWM HE OLEHHBAIOCH BIMSHHE MEIMKAMEHTO3HOH M
(epMenTO3aMeINAlOmEl TepamMM Ha M3MEHCHHS B [NMTAaHAM TamdeHToB ¢ OKY u
COOTBCTCTBCHHO HA W3MEHEHHE Ka4ecTBa WX >XHM3HM. Ilo Mepe BHEIPEHHS HOBBIX METOOB
TCpalii B TIOBCEIHEBHYIO IPAKTHKY YNpaBIeHUs (PEeHHIKETOHypHel NpoBeieHHe TAaKHUX

HCCIIENOBAaHUH CTaHET HGOGXO,Z[HMBIM.
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3akmrouenne

[Ilnpokoe pacmpocTpaHeHHE HEOHATAIBHOTO CKPMHHHIA B PoCCHICKOM Deneparyu,
PaHHEE BBIABJICHHE OOJBHBEIX (DCHHIKETOHYpHEH M NpPHMEHEHHE aleKBaTHOTO IHETHIECKOro
JICICHUA SABHIOCH OCHOBAaHHEM JUIA IIPOBENCHHSA PETYJSAPHBIX MCCIENOBAHHI IO OIEHKE MX
KaJeCTBa JXM3HH C HCII0JIb30BAHHEM COBPEMEHHBIX HHCTPYMEHTOB OIpOCa.

Hccnenosanme oCymecTBIsUIOCh B paMKax HEKOMMEPYECKOTO COIMAIBHOTO IMIPOEKTA,
PEATH30BAHHOTO Peau3yeTCs ¢ HCmonb3oBanueM rpanTa Ilpesnnenra Poccuiickoit ®enepanun
Ha pa3BUTHE IPKIAHCKOTO OOIIECTBA, MPE0CTaBICHHOr0 MOHIOM NPE3UAEHTCKEX TPAHTOR (Ne
22-2-005764).

B Hamrem uccnenoBanuy GBUTH HCIIOIB30BaHE! BATHIHPOBAHHbIE B €BPONEHCKUX CTpaHax
YeTBIPE aHKETHI (IETCKHE, TTOAPOCTKOBEIE, B3POCIIBIE M POAUTENHCKHE), HMEIOLIIE aHAJIOTHYHYIO
CTPYKTYpY JUIsl O0JIErYeHus HCTIONb30BAHMS U CPaBHEHHS BO BCEX BO3PACTaX.

BriaBieHO, 4TO AMETOTEpanMs HE3HAYHTENHHO BIMSET Ha SMOLMOHATBEHYIO chepy
GONBIIMHCTBA MAIMEHTOB. B GoNbINed CTENEeHH CKa3hIBaeTCs Opems camoro 3aboseBaHHsA
(peHnnKEeTOHYpHH B IIEIIOM) Ha COCTOSHHE 3/10POBbS MOJIPOCTKOB M B3POCHEBIX NALUEHTOB, Y
KOTOPEIX Yalle BO3HUKAIOT JKalI00kI Ha MOBBIIICHHYIO YTOMJIAEMOCTh, HAPYIIEHAE KOTHATHBHBIX
(yHKIWMI ¥ HOSBIEHME HEBPOJIOrHIECKHX CHMIITOMOB.

CamooneHka KOMIUTAGHTHOCTH NAIMEHTOB IIOKA3aia, YTO OKOJIO IONOBHHEI GOJBHEIX
CTapaloTCsi NPHACPKUBATBCA CTPOTHX JHETHYECKUX MPEANHCAHHH W 5TO  BHI3BIBAET
ONPEACICHHYIO IICHXOJOTHYECKYIO HANPsKEHHOCTD, APYyras 4acTh MAlHEHTOB, MOJOXKHUTEIHHO
OLICHUBAA CBOIO IIPHBEPHKEHHOCTH JUETE, HE BHICKA3BIBAET IOBBIIMICHHOIO OeCIIOKOMCTBA II0
T[IOBOAY TIPHEMA CIICIHATTH3UPOBAHHEIX IPOAYKTOR M JHETHIECKOTO PEXHUMA.

BaxxHo, 4T0 BCe MAIMEHTHI M HX POJUTENH GBUTH €AHHOAYIIHEI BO MHEHHH, YTO B LIEHTpE
BHHMaHHs JO/DKeH ObITh aHaIM3 Ha COJAEpXaHue (EeHHNaNaHHHA B CEIBOPOTKE KpPOBH —
OCHOBHOM KpuTepuii 3¢ dexTuBHOCTH Tepanuu KV,

@uHAHCOBBIE BOIPOCHI O6ecIeYeHHs CIICIMAIM3HPOBAHHBIM ITMTAHHEM HE SBISUIACH
npobneMoif nepBoOYEpenHOM BAXKHOCTH, YTO CBHIETENECTBYET O JOCTATOYHO XOPOIIO
OTJIAXXEHHOMH CHCTeME B GOJIBITHHCTBE PETHOHOB.

BaxHo, 4T0 nojasnsiomee GONBIIMHCTBO poauTeNe# manueHToB M B3pocisie ¢ DKV
UCIIBITBIBAIOT «HH()OPMALHOHHEIH TOJIOA» M NPOSABIAIOT GONBIIYIO 3aHHTEPECOBAHHOCTE B
OTHOINCHMHY 3HAHMH O 3a00JICBaHMH, IIPOTHO3aX €r0 TEYEHHs, NEPCIIEKTHBAX Pa3BUTHA H
BHEJIPEHUA HOBBIX METOJIOB JICYCHHUS.

Takum 06pa3zom, moNydeHHBIE NaHHbBIE CBUIETENECTBYIOT O TOM, 4TO B HACTOsIIee BpeMs
BOIPOCEI TUarHOCTHKH, JIEYCHHs U HAONIIO/IeHHs NAMEHTOB ¢ (GeHmIKeTonypHeil B Poccuiickoit

Denepaluy pelaoTCs B HATEPECaX NAlUeHToB. B To ke BpeMs pesyIbTaThl COLHOIOIHIECKOTO
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Ompoca  yKa3bIBAlOT Ha HEOOXOOWMOCT HE(POPMATBHOrO OOINEHHS MAMEHTOB |
Tpe/CTaBUTENCH OGIECTBEHHEIX M MPO(ECCHOHAIBHBIX OPraHU3allHi B IIEIIX 0OMEHa OMBITOM,
NOBBIICHUS HH(OPMAPOBAHHOCTH MAIHUEHTOB, ICHXOIOTHYECKOM ITONEPIKKH.

At 0GHOBNECHHA NMaHHBIX O Ka4eCcTBE KM3HH MAIMECHTOB HAa (hOHE BHEJIPEHUS HOBEIX
METOJIOB  LENIECOOOPA3HO  [IEPHO/MIECKH OpraHH30BBIBATE COLMONOTHYECKHE OINPOCHL C
HCIIONIB30BAHHEM aHKET, pa3pa0OTaHHBIX CICLMAIBHO I8 mNamueHToB ¢ OKV, Takke
HEOOXOZMMO TIPOBOJUTE OOBLEKTHBHYIO OIEHKY BpauoM H CYOBEKTHBHYIO IAIHEHTOM
BBINIOJIHCHHA ~ IMCTHYCCKUX HA3HAYCHMH JUIs aNeKBaTHOCTH COOMIONEHHA Tepaldud M
ToANepXKaHHA BEICOKOTO KaI€eCTBA XKH3HH ICTEH, IOJPOCTKOB H B3POCIbIX ¢ (PEHUIKETORYPHEIL.

Bce aTH MepompHATHS BO3MOXHBI B paMKax IIPOBEACHHS Ha perynsapHOH OCHOBE
TeMaTH4eckuX mnanuentckux Illkon B pasmuumbix permonax Poccmiickoit denepaumn c
NIPUBJICYCHUEM TaKHX CHCHHMAIHCTOB KAK JMETONOTH, IICHXOJOIH, HEBPOJOrH, TeHETHKH,

IeUaTPhl ¥ TEPANEBTEI IHPOKOTO NpoduIIs.

HUcnonaurenu:

['J1aBHBI HayYHEBIH COTPYAHUK
nabopaTopHu MUTaHHUS 300POBOTO
1 6onbHOTO pebeHka

®I'AY «HMUL] 310poBba geteit»

. etk
Munsnpasa Poccuu, mpodeccop, a.M.H / / {%/ Boposuxk T.D.

Benymmit HayuHbIit coTpyIHEK
nabopaTOpHH MUTAHHS 3M0POBOTO
u 6oBpHOTrO peGeHka

OI'AY «HMULI 3n0poBes meTei»

Munznpaga Poccun, n.m.H bymyesa T.B.
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