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PennakeToHypHs (GeHHITMPOBUHOIpaiHas ONUrodpenus, Soneans P A :

Pennmnra) — TKeEIoe HaclleACTBEHHOoe 3a6oieBanne, B OCHOBE KOTOpoTO
JIEX¥T HapyilieHHe rpoiecca GPepMEHTAaTUBHOTO NPEBPALLICHHS HelaMeHu- Y
MOH aMHHOKHCIIOTbHI (heHWIaJIlaHHHA B THPO3HH. CE M E “ Horo

CTyneHi po3yMoBOI BiacTanocTi
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qeckas gopma: 1. Tunuunas (Kiaccuyeckas), 2. AThmiugag

K

[I. Crenensp MHTEUIEKTYyaJIbHOTO JedekTa (Mo NATHO A BHO#R CHCTe-
Me): 5 — oYeHb JIETKUI HHTEJUIEKTyallbHbIH AedekT (no onpenenexmio BO3,
norpaH{4YHas yMCTBEHHasl OTCTaJIOCTh); 4 — NEOWITbHOCTS; 3 — fNerkas mvGe-
UH/IBHOCTB; 2 — [J1yOOKas U BbIpaXXCHHas HMOCUMIbHOCTS; | — winomws. |

Mpu poTpmaHHi cneuianbHOI AieTn
MOXTMURUM uanMANLHUI NA2RUTAK
fIpoenes Py 1103/1HEN JIMArHOCTHKE M TSKenoi Gopme nioxoi; npw
paHHeH IMal HOCTHKE, PALUMOHAJIbHON JHETE H MEAMKO-NEarorHyecko
peabi1Taliie BO3MOKHO HOPMAaJTbHOE Pa3BHTHE pedeHKa. ;




META KHUTU «®KY BIiOl A 01O
Axn:

e HABYUTU camocTiHOro po3paxyHky QieTu A
Ta KOHTPONA NiKyBaHHSA 3rigHO Cy4YacHUX

BUMOT y
e HAOATU BClo HeoOXiaHY iHdopmauiro
A AOPOCIIUM nauieHTamMm, 0COONMBO XiHKaM
nopocnv LY HeoOXiAHICTb AOBIYHOrO fliKkyBaHHA )

lNMavuieHTN Ta 0aTbLKM MaKOTbL OYTH
noiHdpopmoBaHI NPO PU3NKU NOPYLUEHb Y
niKyBaHHi Ta NPUNUHEHHSA gieToTepanii y
nigniTKkoBOoMy Ta AOPOCIIOMY BiLli




LLIOPIYHA KOH®EPEHLUIA

New Insights into
PKU & the Brain

Shawn Christ, Ph.D.
Director, Brain Imaging Center
Assoc Professor, Dept of Psych Sciences
University of Missouri (USA)
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HenpubyTkoBa opraHusadiq, Wo noegHye nauieHTCbKi opraHidauil
3 41 KpalHM €Bponu, CTBOPEHA 3 METOK MNOMIMWEHHS XUTTS
nmnogen 3 PKY

[onoBHa nogid ES.PKU - LlopivHa KoHdbepeHuia, Aae
OOroBOpPOKTLCA BCI HAMHOBILWLI OOCHIAKEHHS, NEPCNEKTUBY,

Hay4Hi JOCATHEHHS Ta NPaKTU4HI pesynibTaT NiKyBaHHSA NauieHTIB
3 PKY

E.S.PKU iHiuitoe pgocnigxkeHHsa ®KY Ta po3pobKy yHiBepcanbHUX
onga Bcix kpaiH €C npotokoniB sikyBaHHA PKY (European PKU

Guidelines)

3MiHa 3akoHogaBcTBa €C 3 MapKyBaHHS crieuianisoBaHux
NPOAYKTIB Ta MOXITMBOCTI peimbypcaduii

Monynapusauis gosivHoro nikysaHHA OKY B CBITi



FAQ - HAUYACTILLI
3AINMNTAHHA

AK BUSHAYUTU POPMY PKY?

AK BNNMBAKOTb MYTALITHA ®OPMY
OKY?
AKI PIBHI ®A BE3MNEYHI?

CKIJIbKU ®A TA TUP NOTPIBHO?

.-

LLIO POBUTUA AKLLO OAUTUHA
XBOPIE?

AKI HOPMU CMNOXUNBAHHA BINKY?

YN NOTPIBHO OABATU JOOATKOBO
BITAMIHU TA MIHEPATIW?




AK BUSHAYHUNTU ®POPMY
PKY?

3a HauBuwUM piBHeM DA 6e3 fnikyBaHHA

* M'sika rinepdeHinanaHiHemis (FPA) - PA meHwe 10 Mr%;

* M'siKa (peHinkeToHypis — PA mix 10-20 Mr%,

e KnacuyHa ®KY - Buuie 20 Mr%. /
W,

Mo nepeHocumocrTi (TonepaHTHOCTI) DA

* KnacuyHa PKY — meHwe 20 Mr Ha Kr Ha ooy ( PA 250-300 mr/ao0y), —/

* nomipHa PKY 3 nepeHocumicTIo 20-25 Mr/Kr/po0y (350-400 mr @A Ha no0y)

 M'aka ®KY 3 nepeHocumicTo 25-50 Mr/kr/po6y (PA 400-600 mr Ha Ao0Y)

e M'aka DA - nauieHTH 60e3 gietTn

Mo Biaryky Ha TeTparigpobiontepnH BH4 (tepanis canpontepuHomM rigpoxnopuaom,
abo KyBaH):

°* npu opanbHOMY Npunomi aHmxeHHA @A xoya 6 Ha 30% Yepes3 24-48 roavH

* He vyyTnuBi (non-responding) nayieHTH

Aediunt BH4 (atTnnosa ®KY) - papmakonoriyHe nikyBaHHsI.

European PKU Guidelines




AK BMJIMBAIOTb MYTALLII HA

POPMY PKY?
R
(knnacuyHi)
R408W E390G A403V
R158Q Y414C A300S
IVS10 R241H R297H
IVS12 R48G T380M
R261Q Q226H K320N

G/727X V388M A322T



AKI PIBHI ®A BE3IEYHI?

e KniHiYHI cnocTepexeHHsA cBigyaTb Npo Te, Wo
piBHI ®A HNXX4Ye 6 Mr% A03BONAOTb AOCAITH
HOpPMasfibHOro po3ymMoBOro po3BUTKY.
€BponNnencCbLKUMN HOPMaMU PEKOMEHAYHOTHLCH
LiNboBI piBHI 2-6 Mr% B nepLui 12 poKiB XUTTS.

Y nigniTkoBomy BiUi Nicns 12 poKiB i B
AOopocrioMy BiLl AONYCKaOTbLCA PIBHI 6-10 Mr%
(1). OcobnuBo peTernibHO chig cnocrepiraTy 3a
nayieHTamu y BiUi 12-18 poOKiB i3-3a YaCTUX
nopyLueHb AOIETU.

30inbLeHHsA piBHIB PA BULLE AONYCTUMMUX

MOXe 3anohisaATy Ni3Hi HeBPONOriYHi
yCKrnagHeHHs | po3yMoBi po3naau.




LLIO POBUTHU, AKLLO AUTUHA
XBOPIE?

MNMpu iHdekuiax cnig
30iNbWUTN HAAXOOXKEHHSA
eHepril Ha 20 - 30%. NMpwn
BUCOKiU Temnepartypi
HeoOXigHO 30iNbLNTN
KiNbKICTb eHeprii Ha 12% Ha

KOXeH 1 rpaayc TemnepaTypu.

NMpun npoHoci abo 6ntoBOTI
cnia Ha 1-2 AHi BigMOBUTUCSA
Big aietn OKY, a nicns
oAy>XaHHA NOCTYNOBO A0 Hel
NOBEpPHYTUCH.

Akwo piBeHb PA cyTTEBO
3pocTae€, nikapi pagsaTtb
3HU3UTKN AOOOBE CNOXUBAHHA
®PA B cepegHboMy Ha 100 mr.

IHoAi piBeHb PA 3pocTaE, HaBiTb

AKLO KiNbKiCTb (peHinanaHiHy ixi
3MeHuWwyeTbcA. Jlikapi pagaTb
roayBaTv ANTUHY 3a aneTUToMm, a
piBeHb DA cTabinisyerbca BXxe
nicns ogy>XaHHSA.

FIKu.l,o OUTUHA He XBople : |
BiAMOBINAETLCA BiA iXi, pagMmo
AaTn BeCb po3paxoBaHUM
HaTypanbHUN BINOK, a CyMiLLLLIO
rogyBaTu 3a aneTUuTom.




CKUIbKU ®A TATUP
MOTPIBHO?

BBaxaeTbcs, 1o He MoxHa o6mexyBaTh | RCR I\ TN LV [ TA 11 ai

@A MeHLUe Hix 90 Mr Ha o0y (3a A 0
BUKITIOYEHHAM AHIB, KONM NOTPiGHO piBHIB DA HMXKYe 2 Mr% ,

LWBUAKO 3HU3NTU BUCOKMI piBeHb DA). TUPO3UHY MeHLe 0,9. Lle
Moke NpU3BeCTU A0 Npobrnem

Hacnigku HecTaui pbeHinanaHiHy: CUHTE3y KICTOK, BTPpaTw Barw,

 [loripweHHsa akTUBHOCTI AUTUHN aHeMil, rinotepmii, BTpaTtu

+  KonusaHHS HacTpoto BonoccA. KoHtponb

«  BigcyTHicTb aneTtuty TUPO3UHY OOOB'A3KOBUMN!

 HepocTtaTtHsa NnpubaBka Baru i

. ??ﬁ:;:;:mﬂsmcm BaxnuBo B AUTAYOMY Billi He

. AHeMis nepesullyBaTu piBeHb A

6Mr%! NMNepesuwieHHA PA
OinbL HiXK Ha 50 % - He
onTUMasribHUMU KOHTPOJlb.

« M'azoBun Tpemop
« [ligBuweHa cyqoMHa roTOBHICTb

Hacnigkn HecTadi TUPO3UHY:
 Tinotepmis * fkwo PA nepeBuLLy€ HOPMY

*  3HMXEeHUN KPOB'SHUN TUCK Ha 100% NPOTArom 6 MicsLiB -

BUHUKAOTb HEMPOKOrHUTUBHI
npoGnemm.




AKI HOPMU CIMTOXNBAHHA
BINKVY?

Y 2007 poui BuMmoru no 6inky FAO/WHO/UNU 6ynu 3HmxeHi. [lokn Hemae
AaHUX Nnpo BUBYEeHHA gopocnux 3 PKY, saKi cnoxmBanu Taky KifnibKiCTb
oinka.

€BponenchbKi LLeHTPU PeKOMEeHAYTb TaKy KiNnbKicTb binka:

e AiTnBiA 000 1 poKy - 2-3 r/Kr Ha ooody

e pitnBia 1l po 10 pokiB-1,5-2 r/Kr Ha Ao0y
e cTapue 10 pokiB 1r/Kr Ha fo0by

e popocrii 0,8 r/Kr Ha gooy

OesKi pagaTb 0OAAaTKOBO CroXnUBaTtn 20% Oirlka 3 aMiHOKUCNOTHUX
cymiwen aAna 30inbLweHHS iX ePeKTUBHOCTI.

[JoBeaeHo, WO aMiHOKUCIIOTHI CyMilli 3SHWXYHOTb piBeHb DA, a
30inblIeHHS Ao3yBaHb NOKpaLllye KOHTporb DA i 30inbluye

TONepaHTHICTb (NnepeHocuMicTb) PA.
Anita McDonald, Birmingham Children's Hospital




PekomMeHpaauil WoAa0 CnoXuBaHHSA
3araribHoro OinkKy y AeskKux KpaiHax

€sponu
2-2,5 2,5-3 2-2,5
1-3 1,5-2 2,5-3 2-2,5 2 2-2,5
4-10 1-1,5 2-2,5 1,5-2 1,5-2 1,5-2
Ctapwe 10 1-1,5 1-1,5 1-1,5 1-1,5 1-1,5
MOKY 1-1,5 1-1,5 1-1,5 1,5-2 1-1,5

*benbeisi, HioepnaHou, ®paHuisi, epmaHs, Aecmpis, LLIsetiuapisi
**Hopeeais, [HaHis, LLlseuis

***Imanis, lNopmyeanis, Icnaxis, Type4y4yuHa

****YeopwuHa, lNonbwa, Pocis



YA NMOTPIBHO OABATW
OOOATKOBO BITAMIHU TA

3aranbHi npobnemum, WO BUHUKAKOTb Ha
TNi AepiunTy HYTPIEHTIB:

¢ 3HMXXEHHS LW iNbHOCTI KiCTKOBOI
TKaHUHU

® 3BHUXXEHHSA IMYHITETY

* PO3BMTOK 3aXBOPIOBaHb CepLEeBo-
CYAUHHOI cucTeMm

® 3HMKEHHA M'A30BOro TOHYCY
® MOripLIeHHS 30py

* CTOMJIIOBaHICTb, 3HUXXEHHSA
npaue3gaTHOCTI

e HEBPOJIOriYHi NOpPYyLIEHHA

Papg pocnigHuUKiB NoBigOMUIIN NPO Te,
wo y aiten 3 ®KY cnocrepiraerbca
He,qOCTaTHiCTb MiKpoenemeHTiB (3ani3o,
Mifb, LMHK, CefeH), BiTaMiHiB (peTuHon,
B12), 3HMXKEHHS MiHepani3auil KicTKu.

Cneuudcpika 3axBoproBaHHSAA 06OYMOBIIOE
Oinbly, HiXX y 3aopoBUx noaen,
noTpeody y BiTamiHax B6, B12 Ta LIMHKY.

BAXITINBO!

*  AMIHOKUCIOTHI CyMilli HOBOro
NOKOJiHHA 30araveHi ycima
HeoOXigHUMM BiTamMmiHamMm Ta
MiHepanamu. logaTKoBUN MPUMAOM
MOXXe He TiNbK1 He AONOMOITH, a U
HalWKOOUTMN.

AGU YHUKHYTU NOMUIIOK, paguMo He

[AaBaTU HISKNX KOMIMJIEKCIB, SIKLO BU
He BNeBHEHi, YOro came opraHismy
OUTUHU He BUCTAYaeE.

lNMpu3HayaTn gogaTKOBUMA MPUNOM
HYTPIEHTIB MOXHa TiNbKu nicnsa
OOCNiAXEeHHS iX HAAXOOXKeHHSA 3
AKC Ta cneuyundiyHMx aHanisis

Mun moxemo nopaguTu TiNbKu
AoAaTKoBe BXUBaHHA npenapariB
Owmera-3 (DHA Ta EPA)




YN € PUSUK OCTEOINOPO3Y?

e nieta 3 HU3bKUM BMICTOM
c¢peHinanaHiHy, BUKOpUCTaHHS
NOBHOLUIHHUX 3a CKNagaoMm
cymMmilwuen, 36arayeHnxX Kanbuiem i
BiTaMiHamu;

* CniA YHUKaTU siK HeAOCTaTHLOrO,
TaK i HaAMipHOro cnoXXMBaHHA
Oinky;

°* MONOBHEHHA AediunNTy KanbLito
y pa3i HecTaui (800 mg < 9 poKy
XUTTSA, 1200 (1500) mg > 9 pOKy
XUTTA) i BiTaMiHy D3 - 400 m.
o/Aoby - ocobnuBo B nepion

iHTEHCUMBHOIO POCTY (KOHTPOSb BAXIIUBO! CyyacHi
OCHOBHUX BioxiMiuHMX aMIHOKMUCIOTHI CyMmili MICTATb
NOKa3HUKiB MiHepanbHOro AOCTaTHIO KiNbKICTb MiHepaniB Ta
obmiHy, abgomiHanbHoro Y3/); MikpoernemeHTiB. PilueHHA npo

« perynsipHa ¢i3nyHa aKTUBHICTb; AOAATKOBE BXUBaHHAA

MiHepanbHMUX [o006aBOK cnifa
* CNnoCTepexeHHS 3a CTAaHOM 4 :
. e NnpPUMUMaTU Nicna KOMMEKCHUX

— AEHEUTOMETPIf-Y-XBOPUX-CTapiie— aHani3iB Ta KOHcynbTauil nnikaps.
12 pokiB




AK KOHTPOJIFOBATW
JNNIKYBAHHA?

®eHinanaHiH .
* 0-1 piK — LLLOTWXHSA ég 0 0
e 1-12 pokKiB — pa3 Ha ABa TWXHi

e Crapuwe 12 pokiB — 1 pa3 B Micsiub

* [lepiop nepepn BariTHICTIO — LLOTUXKHA &
 [lig 4yac BariTHOCTI ABa pa3u B TUXXAEHb

[NopnaTKkoBi 06CTEeXEeHHSA O

* HCY - amiHOKMCIOTa roMmouucTeiH. 3aHaATO BUCOKUM PiBEHb BUKITUKAE PU3UK
PO3BUTKY cepLeBO-CYAUMHHUX 3aXBOpPHOBaHb i aTepockneposy, Ta/abo MMA (Methyl
Malonic Acid). Mpu gediunTi BiTamiHy B12 36inblUyeTLCA BUBEAEHHA 3 CEYEH0 L€l
kucnotu. Tomy nepeBipka cedi Ha piBHi MMA aGcontoTHO TOYHO NOKa3ye, NOTPiOHO
npunumaTu goaaTtkoso B12 (LwopivyHo)

* Hb, Fe - remorno0GiH, 3ani3o, depnTUH (LLOPIYHO)

e MCV - cepenHin 06'eM epUTpOLIUTIB

e BitamiHu, MiHepanu (Kanbuin, LMHK i cerneH) abo ropMoHiB (MapaTupeoigHoro
rOPMOHY) 3a KNiHIYHMMMU NOKa3aHHAMMU

 KicTKku — pu3uK (AeHCUTOMETpPIAA) NPOTAromM Ni3HLOro NiANITKOBOro nepioay; sIKLWO
NOKa3HUKN He B HOPMi, CI1il NOBTOPUTHK Yepe3 1 pikK

e KoHTponb IQy 12 pokiB Tay 18 pokKiB




«AK XUTU 3 OKY?»

KHura ana 6aTtbKiB, nikapiB, NigniTKiB Ta 4OPOCIINX 3
DOKY

Y cBITI BXe He CTOITb NMUTaHHA -
HaCKiNbKU AOBro HeooxiaHo
AOTpUMyBaTUCA OIETMU.

JlikyBanbHa gieTta HeobxigHa
AOBIYHO, AN TOro, Woo0 YHUKHYTHU
NCUXiYHUX Npobriem, NOB'A3aHUX 3

noaanbLlUOK IHTOKCUKaLIED MO3KY
deHiNnanaHiHOM HaBITb Y
AOpOocCrioMy BIU.




AKA SAKOHOOABYA BA3A AJ1A
NMPOOOBXEHHA JNIKYBAHHA?

3akoH YkpaiHu Ne 1213-Vil "llpo BHeceHHAA 3MiH oo OcHoB
3aKoHogaBCcTBa YKpalHM NpPO OXOPOHY 340pOB'A  LWOAo
3abe3neyeHHA nNpodiNnakTMKM Ta nNiKyBaHHA  PpPigKicCHUX
(opchaHHUX) 3axBOpPHOBaHbL"

[ToctaHoBa Ne 160 Big 31.03.2015 "lMpo 3aTBepAXeHHS1 NOopSAAKY
3abe3ne4yeHHA rpomMaasiH, SKi CTpaxaarTb Ha piaKicHi
(opchaHHi) 3axBoproBaHHA JNiKapCcbKMMM 3acobamm Ta
npoAayKTamMmu ansd cneuianbHOro AieTUMYHOro CrnoXXuBaHHA"

[ToctaHoBa KMY Big 21.01.2015 Nel0 "lpo 3aTBepmXeHHS
nepeniky aHatoMmiyHux pedeKkTiB, IHWUX HEOOOPOTHUX
nopyweHb (PyHKLiN opraHiB i cucrtem opraHiamy, CTaHiB Ta
3axBOoprOBaHb, 3a SKUX BignoBigHa rpyna iHBanigHOCTI
BCTAHOBIKETbLCA 6€3 3a3Ha4YeHHs1 CTPOKY NMOBTOPHOro ornaay":
npucBamBaeTcs 3-4 rpynna MHBannaHOCTU MOXU3HEHHO.

«YHI(PIKOBAHMN  KIMIHIYMHWXA  NPOTOKOST  MNEPBUHHOI, BTOPUHHOI
(cneuianisoBaHol) Ta TPETUHHOI (BUCOKOCNELiani3oBaHol) Megn4yHol
OOoNoMOorn (peHINKeToHypIA Ta IHLWI rinepdeHinanadiHemi)», (Hakas
MiHicTepCcTBa OXOPOHU 300pO0B’s YKpalHu 19.112015 Ne 760).



FAQ - HAUMACTILUI 3ANMUTAHHSA

CYMILW?

AK BMNJIMBAE ®A HA MO30OK'Y JOPOCIIOMY BILI?

AKI MCUXONON4YHI MPOBJIEMUA MOXYTb BUHUKATHU ?
YOMY NMNOTPIBHO TPUMATU ®A B HOPMI?
AKHAPOOUTU 30OPOBY AUTUHY?

AKI TPUHUUNU NIKYBAHHA OOPOCHINX?

YU MOXHA 3AUMATUCA CMIOPTOM?




HOMY HEOBXIOAHO
NMPOOOBXYBATW JIIKYBAHHA?

Y popocrnomy Bili HaBiTb Yy B4aCHO
AlarHoCTOBaHUX NaLi€EHTIB MOXYTb BUHUKHYTY
HacTynHi NPobnemMun: 3HMKEHHA KOHLeHTpaLil
yBaru, npoonemu i3 sanam'asToByBaHHSIM,
po3nagu MOBM, coldiarnbHi Ta eMOoUinHiI
TpyAHoLi, I np.

baraTo popocnux 3 ®KY gorpumyrotbes
BeraHCbKOI Ai€TU i CXUIbHI 40 PU3UKY aediuuTty
NOXWBHUX PeYOBUH. TOMY COCTEepEeXXeHHA
NOBUHHO OYTU AOBIYHUM | CUCTEMATUYHUM.

[MauieHTn, AKI NPUNUHUAN NiKyBaHHSA B
AOpOoCrioMy Bill, OTpUManu aMmiHMU CTaHy
3popoB's. [lesiKi 3 HUX 060poTHI, AesKi — Hi. Tomy
peKkoMeHAOYETLCA NPOAOBXYBaTU AieToTepanito,
AKLO KOHUeHTpauisa @A Buwie 10 Mr%.

iINbLOBI PiBHi NTOBUHHI OYTH 2-6 MI'%.




YOMY NOTPIBHO BXUNBATW
AMIHOKUCIIOTHY CYMILWWI?

BXXnBaHHSA aMiHOKUCITOTHUX
cyMiwen nopaa 3 npoaykramm 3
HU3bKUM BMiCTOM dpeHinanaHiHy
(PA) - ocHOBa xapyyBaHHSA Ta
niagTPUMaHHA HU3bKoro piBHA PA B
KPOBi MPOTAroM yCbOro XUTTA

He MmoXHa npocTo oOMeXuTun
npupoaHin 6inok, He 3arNOBHIOO4YU
MOro Hectayy 3a 4ONOMOroro
nikyBarnbHuUx cymiwen. Lle moxe
npuBecTn Jo BTpaTU Barm,
PO3BUTKY PiSHUX 3aXBOpPHOBaHb,
3HMXKEHHSA npaue3faTHOCTI

Bucoki KoHueHTpauii A B nna3mi
KpPOBi BNIMBaKOTb Ha
remoeHuedaniyHumn Gap'ep i
NOpPYyLUYIOTb TPAHCNOPT

IHLUMX BENTUKUX HENTPaNbHUX
amiHokucnot (BHAK) y mo3ok.
Bucoka koHueHTpauia PA B nnasmi
30inbluye NoTpannsaHHA B MO30OK

~
Carbohydrate,other
5%

Protein Amino Acids

Chains of several
hundred or more
amino acids

ows-We-g,

5
8- L g

Approx. 100,000 types 20 types

ko opraHiam BigvyBa€ HecTayy B
«oyaiBenibHUX» aMiHOKUCIOTax, TO
CTpaXkaa€ He TiflbKu 3arasfibHUN
¢i3n4yHuM cTaH, ane N MO30K.

Be3 TMpo3unHy, AKUN He
YTBOPHETbLCS B OpraHiaMi XBoporo
Ha PeHiNKeToOHypito, HEMOXITMBO
OyAiBHMLTBO BaXXSIMBMX FOPMOHIB:
AonamiHy, agpeHarniny,
HopagpeHariiHy, CEPOTOHIHY.




AK BIIJIUBAE PEHIJIAJTIAHIH HA
MO3OKY AOPOCIIOMY BILUI?

Blood BBB Brain

JSerotonin

o s
-

J/Dopamine

Bpak aonamiHy BUKNTUKaE NOPYLUEHHS
nisaHaBanbHUX i BAKOHaBYNX PYHKLIil,
eMOLilHi NOpYyLUEeHHs], NOpYLUEHHSA
couianbHOI NoBeAiHKMU.

HecTtaya cepOTOHiHY BUKNUKaE
Aenpeciro, NopyLeHHA CHY, 6€3COHHS,
arpecito, HagMipHe 30yMKeHHSs.

30inbLeHHA piBHA (peHinanaHiHy, i B
TOM XXe Yac 3HWXKEeHHA AonamiHy Ta
CEPOTOHiIHY NPU3BOAUTb A0 3HUXKEHHA
CuHTe3y MieniHy. MieniH - pe4oBu1Ha, WO
YTBOPIOE Mi€NIHOBY OOOSTOHKY
HenpoHiB. Bpak MieniHy npusBoAUTL A0
noripweHHs nepeaayi HepPBOBUX
iMnynbciB

HapnuwkoBum peHinanaHiH B3aemopie
3 hepMEeHTHOK CUCTEMOIO MO3KY
(cerebral enzyme system), B pe3ynbrarTi
YOro yTBOPHOKTbLCA aminoigHi ¢piopunu,
O BUKJTUKAKOTb AereHepaLito HeMPOHIB
Ta NPU3BOAUTb A0 PO3BUTKY
HeJOyMCTBa (K Npu 3aXBOpPHOBaHHI

Anniireumvensa)



Po3pi3HA0TL ABa BUAU TKAHUH
royIoOBHOro MO3KY:

e cipa pe4yoBMHa - AiNAHKU
MO3KY, e BiaObyBa€TbCA
"oOpoOka paHux"

Oina pe4yoBUHA — NPOBIAHMK,
O 3'eAHYE Pi3HI AINAHKN
MO3KY.

BinbLwicTb AocnigXeHb, Wo

CTOCYHTbLCA MO3KY NaLli€HTIB 3
paHHe aiarHocToBaHol OKY,
oynu ccpokycoBaHi Ha 6inin
pe4YyoBUHI MO3KY. BinbLlue 90%
popocnux 3 PKY marotb

MHz11o4aBHO NpoBeAeHi AocnigKeHHS Cipol pe4OBUHMU
MO3KY NoKa3anvu BUTOHYEHHSA Cipol pe4OBUHUN MO3KY, B
OCHOBHOMY 3MiHU CTOCYHOTbLCS BiaAiniB, siKi BiANoOBIAaOTb
3a nam'aTb i yBary.




AKI NICUXOJTIOIN4YHI NPOBJIEMW
MOXYTb BI/IHI/IKATI/I?

3HUXEHHA 1Q Ta WBWUAKOCTI MUCIIEHHSA Ta
peakuin

noraHWm HacTpin, ApaTiBNMBICTDb,
NMPUrHivYeHIiCcTb

HebGaXXaHHA 3auMaTUCS YITHOONEeHO
cnpaBoko, abo0 HEMOXIUBICTb
OTPMUMYBaTU 3a0BOJSIEHHS Bif,
DiANbHOCTI

NocTinHe BiguyTTA ronoay ado,
HaBMnaku, BigMoBa Bia IXi

BTpaTa abo WwBnAKUM Habip Baru

HecrnoKinHUU COH abo HagMipHa
COHJIUBICTb

NOCTiNHe Big4YyTTA BTOMU
MUMOBINbHI pyXu Tina (tTpemop)

NoYyTTs HENOTPiIOHOCTI, BiACYTHICTb
Hagil

He2AAATHICTRL MTDUUAMATU DilLIeHHS



HOMY NOTPIBHO YTPUMYBATI
PIBEHb ®A B HOPMI?

BueHi YHiBepcutety Micta [poHiHreH (HigepnaHngm)
BUPILUMNKM 3'AiCyBaTU, AK BNJMBaAE Ao00pe KOHTPONbOBaHa
aieTa Ha ni3HaBanbHi (PyHKUIl Ta noBeAiHKy Aopocnux
nadieHTiB i3 @PKY. BoHuM npoBenu pocnigxeHHA no
cuctemi COBESO:

* COgnition - Ni3HaHHA

* BEhavior - noBegiHka

* SOcial — couianizauisn

OcHoBHa yBara npwuainanacsa 30epexeHHI KOrHITUBHUX
cyHKLiN BUCOKOro piBHS — Executive Functions (EF)

* cTpaTteriyHe MUCIEHHA

°* nJlaHyBaHHA

e oOpraHisauis

Y popocnux nauieHTiB i3 PKY 3acdikcoBaHO 3HWXEHHS

BULLMX BUKOHABYUX (PYHKLIN - cTpaTeriyHOro MMUCIEHHS,
nfiaHyBaHHA | opraHisaui.

Bynu BusiBneHi 1 iHwi npobnemun gopocnux 3 ®KY:

°* naui€HTU YHUKaIOTb NepcoHanbHOI BignoBiAanbHOCTI —
4acTO XUBYTb 3 OaTbKamMu

Yum BULle piBeHb
®PA (noHap 360
MKMonb/Aan, abo

6 Mr%), TMm OinbLue
BUpPaXeHi ui
npooénemm.




AKYTPUMYBATU HOPMAIJIbHI
PIBHI @AY JOPOCJIOMY BILUJI?

Yum HMxYe piBeHb PA, TUM KpaLue
(ane He HMXx4Ye 2 Mr%!). Konu piBeHb
PA HN3bLKUN, TBIK MO3OK Oyae
3aBXAu 3HaxoAUTUCS B KpaLLoMy
cTaHi. Tu Oyaew Kpawie aymarTu,
PO3yMHO nfiaHyBaTM |
AOTpUMyBaTUCA nopaa, AaKi
AOMNOMOXYTb TOOi OyTn 3q0poBUM.

LLlo6 kepyBaTtn piBHem ®A, To6i NOTpiOHO
nnaHyBaTu Ai€Ty, 3anMcyBaTtH i
KOHTpontoBaTu BMicT @A B npoaykKrax,
YHUKaTn 3abopoHeHnX npoaykKTiB. LLlo6
BUKOHATMU Ui 3aBAaHHA, TOOI NOTpPiOHO
AACHE MUCJIIEHHSA, KOHTPONb i
KOHUeHTpauis - i Toai Bucoknn ®A 1o6i He
3arpoxye. B uboMy TakoX fOMoOMOXe
NO3UTUBHUMN HACTPIN. IHWKMMKU cnoBamu,
YUM Oinblue TV 4O3BOSIAELL POCTU PiBHIO
c¢heHinanaHiHy, TUM Bax4e 6yae noro
3HU3UTW.

€ BennyesHmMn 60HyC B TOMY, IO TU
TpUMaeLw HU3bKUKN piBeHb PA. HaBUUKMY,
AKi TM OTPUMYELL ANSA TOro, Wob6 TpumaTn
HU3bKUM piBeHb DA KOXEeH AeHb - Bif,
MaTeMaTUYHUX obuucneHb PA B
npoaykKrax Ao caMoauCcUUniHum, Wob
3aBxau rosoputu "Hi" npoaykram 3
BUCOKUM BMicToM DA - naroTb TOOI
TPeHyBaHHSI, KOPUCHY i ANS iHWNX
obnacrteu XuTtta. TBepAo yTpUMyrHUYUChb

HU3bKOro piBHA PA, T NOKaxeLlu XBOpPOOi,
XTO CUNbHILIUMA.




lNMpaBunbHe gieTUYHE JiKyBaHHSA - Lie He MPOCTO OOMeXeHHS
HaaxomKeHHA dpeHinanaHiHy, ue o60B'A3KOBUM NPUNOM
aMiHOKMCNOTHUX CyMillen y NTOBHOMY 00cA3i, AAKi 3abe3nevyroTb
HaaXoO)KeHHS B OpraHi3m yCiX XXUTTEBO BaXXNMUBUX aMiIHOKUCIIOT,
BiTaMiHiB, MiHepaniB Ta iHLWWNX BaXXJIMBUX HYTPIEHTIB.

JoTpumMmaHHSA AieTn y Aopocnomy Biui 3 piBHAMU PA ao 360
MKMonb/an (Ao 6 Mr%) Tak camo BaXKnmBo i HeooxiaHo Ans
30epexeHHSA BCiX KOTHITUBHUX | MeHTarlbHUX PYHKLUIN,
BKJTHOYaKO4M cTpaTeriyHe MUCIIeHHS i NfaHyBaHHA, Ans
BUKMIOYEHHA NCUXIYHUX | NOBeAIHKOBUX NMOPYLUEHb.

3pobu koHTponb ®A npuBoaom AnA cBATa. BctaHoBU cobi meTy i
Haropoay 3a AOCSArHeHHA UifibOBOro piBHSA, HaNpuKnag, Kynu
HOBY KHMrY, rpy abo nosecenucs 3 gpy3samu. Konum tBiu piBeHb
®PA BignoBigae meTi, TM NOBNUHEH HaropoanTu cebe! O60B'A3KOBO
po34ainu TBOK paAicTb i3 CiM'€r0 Ta Apy3aAMM.

Ockinbku To0i NnoTpiOHa cneudianbHa AgieTa, To, UMOBIPHO, TOOI
noTpioHoO Oyae HaBYNTUCA rOTyBaTU BriacHi ctpaBu. ToOi
HeobXiaHO po3podbnTK 3 baTbKamMun Ta NiKapAMMU LWOAEHHE MEHIO.
TBoA iHAMBIAyanbHa AieTa yTpuMmyBaTuMe piBeHb PA Ha
LinboBOMY piBHi. Lle gonomoXxe 36epertu TBi MO30K 340POBUM.



YU MOXE XIHKA 3 ®KY
HAPOOUTU 300POBY AUTUHY?

Axkwo xkiHka 3 PKY go i nig yac BaritTHOCTi He
AOTPUMYETbLCS AQIETU, Lie NPU3BOAUTDL A0 TAXKKUX
ypaxeHb nnioay. Llinbosi piBHi PA nig yac BaritTHOCTi
2-6 Mr%. Akwo y xiHkn ' PA 3 TaKumMun piBHAMU, BOHA
He NnoTpedye AoaaTkoBoro nikyBaHHsA. Hemae
cBiAYeHb TOro, WO Taki piBHI WIKiANMBI anga nnoaa.

e [lnaHyBaHHA BariTHOCTI i 3aCTOCYyBaHHS
npoTusannigHnx 3acobiB peKoMeHAYETLCA AN
XIHOK, Yy Koro piBHi ®A BuLle 6 Mr%. JlikyBaHHSA
NOBUHHO OYyTK Npu3Ha4veHe daxiBUAMMN.
FNiHeKkonorn NnoBMHHI 6yTn iHtbopMmoBaHi Npo

cuHapom matepuHcbkoi ®KY. Bce ue Bumarae
3ycunb sik chaxiBLiB, TaK PO3yMiHHsI BaXJIMBOCTI
npoo6nemu 3 60Ky camoi XiHKu i it napTHepa. Tomy
peKkomMeHAYETLCS cnocTepiraTi napy xo4a 6 3a 6
MicAUiB A0 no4vaTKy BariTHOCTI, OO YHUKHYTH
CTpecy Yy XiHK1 npun BUHWKHEHHI He3annaHOBaHOI
BariTHOCTi.

Tak K y 50% BMnagkiB BUHMKaE He3annaHoBaHa
BariTHICTb, XXiHKa NOoTpebye NnocuneHoi yBaru.

Pun3unk po3Butky aedekTiB cepus 3anexuTb BiA
piBHIiB PA y maTepi — 6inblu 20 Mr% - pusuk 11%,
15-20Mr% - 5%, 10-15 Mr% - 3% i MeHLe 10Mr% - 2%




AKTOTYBATUCA OO
BAITHOCTI?

 AHanisu Ha A, TUPO3NH Ta OCHOBHI HYTPIEHTU NOBUHHI OYyTH
npoBeAeHi A0 BariTHOCTI i HA NoYaTKy BariTHOCTI:

 @onieBa Kucnora, BitaMmiH B12, beputnH, noBHUU aHani3 (bioximisA)
KpPOBi, MTOBHUN aMiHOKUCJIOTHUM CMEKTP.

 J[looaTKoBO MOXHa MPOBECTN OOCTEXEHHSA MPOTArom 2 i 3 TpumMecTpy,
AKLWO AOTPUMAHHSA AIiETU NOPYLUYETLCA abo nepeabavaeTbca gediunT
HYTPIEHTIB.

Cneuianictn pekoMeHAYHOTb NpuMMaTy 400 MKr ¢honieBOI KNCITOTU NMPU NNaHyBaHHi
3a4aTTHa Ta NPOTAromM nepLunx 12 TMXKHIB BaritTHOCTi AnNs 3anoGiraHHs
BHYTPILWHbLOYTPOOHMNX Bag PO3BUTKY.

Tak camo Heob6XxigHO 200 mr/aeHb DHA (npenapatn Omera-3 noniHeHaCU4YeHUX XXUPHUX
KUCIOT 3 pnb'A40ro Xupy) 4o i nig 4yac BariTHOCTi.

AyXe BaXXnNMBO CTEXUTU 3a afieKBaTHUM CMOXMBaAHHSM eHepril i 6inky.

Y To1 XXe Yac HeMa€ AaHUX Npo Te, Lo NOTPideH NOCTiINHMK A0AaTKOBUA NPUAOM
TUPO3UHY.



PekomMmeHaoBaHi piBHI peHinanaHiHy:
2-6 Mr % (120 - 360 umon/n) - CLUA, €C,
YKpaiHa

1-4 Mr % (60 - 240 umon/n) Hime4yunHa, UK

PekomeHAOoOBaHi piBHi TUPO3UHY:

0,90 + 0,40 Mr % - | TPUMeCTp BariTHOCTI
1,04 £ 0,44 Mr % - Il TPMecCTp BariTHOCTI
0,99 + 0,49 Mr % - lll TpumMecTp BariTHOCTI

[ly>xe BaXXKNMBO NepeKoHaTUCH, Lo BU KOHTPOJSIKOETE
piBeHb ®A nepen TUM, K BM 3aBariTHi€Te, ado AK TiNbKu
BU Ai3HaeETecs, Wo Bu BariTHi. Kpalie 3a Bce He
NMPUNWHATY OiETY, adO0 NOBEepPHYTUCH A0 Hel xo4ya 6 3a 3
Micsili 4O 3annaHoOBaHOI BariTHOCTI, ane He ni3Hiwe 8-ro
TUXXHSA BariTHOCTI.
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IO POBUTY, AIKWO... ¢

Y pa3i He3annaHoBaHOI BariTHOCTI XXiHKa NOBUHHa OyTU oO6CTeXeHa i o
HeramHo nepeBeaeHa Ha CyBOpY AI€TY, WOO pi3Ko 3HN3NUTU piBHI PA
NPOTSAromM KOPOTKOro nepioay (A0 7 AHIB). SAKLO BariTHICTb BXe
HacTynumna, To TepMiHOBO NOTPiOHO 3HM3UTK cnoxnBaHHA PA o 100 -
200 Mr Ha [o0y.

Akuwo KoHueHTpauil deHinanaHiHy B KpoBi BULUe LifIbOBOro fianasoHy
(120-360 MKMOnb/n, abo 2-6 Mr%), BariTHiCTb MOXe OyTH 3 NiABULEHUM
pPU3nKoMm i NOTpioHO 3pobutn Y31 nnoay Ha 18-22 TUXKHAX BariTHOCTI 3i
CKPWUHIHIOM PO3BUTKY OpraHiB.

Akuwo ¢peHinanaHiH B KpOBi CTAHOBUTb 2 MI% abo MeHLe B OyAb-AKUmn
yac nig 4yac BariTHOCTi, cnoXuBaHHA peHinanaHiHy Heo6xiaHO HeramHo

AaAIALIIIIATIA LA EN_1NN RaFr LA AALUL

Bci agiByaTta-nianitkm 3 PKY o60B'A3KOBO NOBUHHI OyTH
noiHcpopMoBaHi NPO PU3UK He3ansiaHOBaHOI BariTHOCTI.
CekcyanbHa ocBiTa mae 0yt cuctematniHoro. NpodecinHa
KOHCYNbTaLifl PO PU3NK He3aXULLEeHUX CeKCyanbHUX KOHTAKTIB
noBUHHA OyTU HagaHa Bcim giByatam 3 OKY.




3 AKUMU NMPOBJIEMAMWU
CTUKAKOTBCAH XIHKW?

33% 3a3Ha4YMIu, WO BOHU He
MOIfIM CNpaBnATUCS 3i CBOEKD
AieTO0, KONu gornsaaanu 3a
AUTUHOIO

41% pecnoHAEeHTOK CTpaXxaanu
Big aenpecil

19% cTpaxganu Big NovyTTS
rHiBy

4% O00AANUCA 3aBOaTU WKoOAMU
OUTWUHI

BiA3Ha4vyanu HU3bLKUN piBeHb
nigTpMMKun Big daxiBuiB —
BigYyBanu cebe i3oNboBaHNMMU
He Manwu iHWoro BUbopy, sk
NPUNWUHUTY 4OTPUMYBaTUCH
AIi€ETU 3-32 HEMOXINUBOCTiI
CNpaBUTUCA 3 HEKO

Goponucs 3a rpyaHe

BUrogoBYyBaHHSA, ane He Mornum

OTpUMaTN AOCTaTHLO Karopin Ha
ieTn ana niaTpuMKu

MNaKTallil

o7

B1CHOBOK - HEGOXIHAHO BiaBepTe i
Lmpe ooroBopeHHs npoodnem
CeKCyaribHOro XXuUTTA 3
nauieHTKkamu, 30inbLIeHHA
pecypciB Ha NIATPUMKY XIHOK Y
nicnanoryioroBomy nepioai, ysara
ciMenHux nikapiB Ta baxaHo
poctyn ao BH-4 Tepanii 3apgns
3HNXXeHHSA piBHIB PA.




[MoTpiOHO YHMKATN AK BUCOKUX PiBHIB (DOinbLue 6 Mr%), Tak i
Ay>XXe HU3bKUX (MeHLwe 2 mMr%). Kontponb PA B KpoBi Ha
no4yaTKy BariTHOCTi NOBUHEH 34iNCHIOBaTUCA 2-3 pa3u B
TXpeHb. lNicna ctabinisadii aHanisiB 4OCTaTHLO 1 pa3y Ha
TUXAOEHb.

IHoAi, noGororounch niaBuLeHHA piBHA DA, XKiHKU BTpa4valoTb
Bary, BUHuKae geciunt B12, chonieBoi KUCNoOTH, Wo
NPU3BOAUTDL A0 NOPYLUEHb POCTY i PO3BUTKY NJioay.
TonepaHTHicTb (NnepeHocuMicTb PA) 3anexuTb i Big hopmu
PKY, i Big TpuMecTpy BaritTHoCTi. BoHa moxe 3pocTtu Ao 200
Mr/po6y B nepLiomy TpumecTpi Ao 700-1500 mr/aody B
TPeTboOMy TPUMECTPI.

Oxepernom Ginky, BiTaMiHiB i MiHepanbHUX pe4OBUH ANA
BariTHOI € aMiHOKUCJIIOTHa cyMill (80% Oinky), axxepeno eHepril
- ue ByrneBoau (55%): manob6inkoBi NpoayKTHU, oBOMi, PpPyKTH.
Y pauioHi XXnpun o60B'aA3K0BiI (30%) HACUYEHI XKUPHi KNCIIOTH
(6nu3bko 10%), He3aMiHHI XXUPHi kucnotu — Omera-3 (4-8%)

- paricoea 0J1isl, coeea 0J1isi, NNHOoSIeiHOBa KMUcsoTa - 13r; a-
niHoneHoBa Kucnorta - 1,4r.



AK NMPABUJIbBHO BXXUBATW
AKC?

. MauieHTM 3 HaMbIiNbll BaXXKUM
aediuntom
¢eHinanaHiHrigpokcunasm, sk
npaBuno, WOAEeHHO NPUUMalTb
MeHwe 350 Mr dpeHinanaHiHy i
TOMY SKiCTb aMiHOKUCNOTHUX
A06aBOK Mae Aayxe BaXnuBe
3Ha4YeHHS.

* OnTtumansha UL Y nopocnmvx nauieHTiB NpMnom

ottt Al sttt ] 36iNbLLEHMX 403 aMiIHOKUCTIOT
BMICTOM (beH”'la.naHlHy

3anuwaeTbcs HeBiaomoto, ane | [RLISSAELLISL N A ol R L REL
TN EN TN GGEETU M EE LIV MOB'A3YIOTH 3 NPOTEIHYPIEO |

CIEETO T BTV TR TR TC TN 3HDKeHHAM LWBUAKOCTI
He € NO3UTUBHUM PaKTOPOM kNy604KOBOI hinbTpaLii.

. AMiIHOKMCHOTHI nooaBku
HeobXxiaHO npunmartm
PIBHOMIPHO TpU pa3u B AO€Hb,




AK PO3PAXYBATHU EIJ'IOK/:\/

Haka3 MO3 YkpaiHuu Big 03.09.2017 Ne 1073 «[po 3aTBepaxeHHsA Hopm
cizionoriyHnx nortped HaceneHHA YKpaiHU B OCHOBHMUX Xap4yoBuUX
peYyoBUHaX Ta eHeprii».

B «YHicbikoBaHOMY KIiHiYHOMY NMPOTOKOJSIi NepPBMUHHOI Ta BTOPUHHOI
cneuianizoBaHol mean4Hol gonomMmorn. MeHiNKeToHypifA» MICTUTbCSA
pekomMmeHAauisi, o HOPMU CNOXMBAHHA OINKy AnAa naudieHTiB 3 OKY
MalTb OYyTU BULLUMMU, HiXK ANA 340POBOro HaceneHHs, Ha 20-40%.

NMopiBHOKOYKM HauUioHanNbHi HOopmMK, BuKnageHi y Haka3si, Ta
pekomeHpauii BOO3 (FAO / WHO / UNU), 6a4yummo, W0 Hawi HopMu
3HaA4YHO NepeBULLYIOTb PpeKoMeHAaauin 6e3ne4yHoro cnoXxunBaHHA. ToxX
Ha AAKi HOpMM HaM Tpeba opieHTyBaTUCS, LWOO POOUTU PO3PaAXYHKN?




«3aranbHe CMOXMBaHHA OiNlky nMNOBMHHO BignoBigaTn
Oe3ne4yHoMy pPiBHIO CMOXMBaHHA OiNkKy AnA BiAMNOBIAHOro BiKYy

-~ | (FAO/WHO/UNU 2007), popaTkoBo 3 40% L-amiHOKMCROT, Ta
| BAKOPUCTOBYIOMM ifeanbHy Macy Tina Ana po3paxyHKy

A03yBaHHSA

[(imeanbHa maca Tina (Kr) x 0,8) — cnoXXnBaHHSA
HaTypanbHoro Ginka (r)] x 1,4 = po3a (r)

Llen po3paxyHOK BKfOYa€e aoaaTtkoBi 20% aMiHOKUCIIOT, Wo6
KOMMEeHCyBaTU TaK 3BaHe 3aCBOEHHSA He3aMiHHMX aMiHOKUCHOT i
we 20% L-amiHOKMcnoT anga ontuMmisaudil epekTy L-aMiHOKMCIOT Ha
piBeHb dpeHinanaHiHy B KPOBi.

AKWwo npuumatu HeBipHi AOo3uM  L-aMiHOKUCHOT, TO Ui
aMiHOKUCIIOTU 3HMXKYHOTb WIBUAKICTb CUHTE3Y Oinky, a 6inkoBun
oOMiH cTae Kartaboniamom. B ymoBax katabGonismy Oinka,
¢deHinanaHiH He TifibKW He BUKOPUCTOBYETLCA AOfI1 CUHTE3y
Oinka, a TakoX BWBINIbHAETbLCA, WO MPOBOKYE 30iNblUeHHA
KOHUeHTpauil. TakuMm 4YMHOM, L-aMiHOKMCIIOTU 3HUXYHOTb
KOHUEeHTpauito peHinanaHiHy B KpOBi.»




BOO3 pekomeHOoye cnoXuBaHHA Oinky Aons
300pPOBUX AOPOCIUX Noaeun Ha PiBHI 0,8 r/Kr

Ona ®KY Tpeba popatn 40% Ha 3aCBOEHHA
aMiHOKUCIOT

Y po3paxyHKax BUKOPUCTOBYETbLCA He (hpaKTU4Ha, a
ijdeanbHa Mmaca Tina

AKWo nauieHT Ma€e 3auMBy Bary, poO3paxoBYHOYMU
nikyBanbHUM OINOK 3a cTaHAAPTHOK (hopmMyrioro, MU
30iNblWYEMO KiNbKICTb MiKyBanbHOro Oinky, Lo
npusBege A0 uWe OinNblIOro 3pocTaHHA Baruv Ta
HaBaHTaXeHHS Ha BCi OpraHu Ta CUCTEMM.



YU MOXXHA HE PAXYBATI

 MpoAayKTn 3 HU3bKNUM BMICTOM Oirika NOBUHHiIi MiCTUTU He
Ginbwe 50 Mr dpeHinanaHiHy y 100r cyxoro npoaykKTy

e PpyKTU i 0OBOYI (32 BUHATKOM KapTonsii), Lo MIiCTATb
MeHLue 75 Mr cpeHinanaHiHy Ha 100 r NpoAyKTY, He MalTb
HeraTMBHOro BMNJIMBY Ha piBeHb (peHinanaHiHy B KPOBi i
MOXYTb OyTU BKJTHOYEHI B pauioH 6e3 oomeXxeHb
(«caHrnincbkKa aiera»)

(European PKU Guidelines)




Y MOXKE NIOOUHA 3 DKY
3AMMATUCHA CITOPTOM?

7~
Sweets, salty snacks
and sweetened drinks &

>~
Oils, fats, and nuts

N\,

>
Milk, dairy products,
meat, fish, and eggs

=

>
Wheole grain products
and legumes.,

and Fruit

Beverages

1-n 6a30BUU piBeHb — OBOMiI,
dopyKTH, Ginku;

2- cepenHin piBeHb —
ByrneBsoau;
3-1 piB€Hb — CIOPTUBHI

Ona cnoptcmeHiB 3 PKY npuHUMnu Ti X
caMi, BUHATOK CTAaHOBJIATb CMOPTUBHI
Ao006aBKU (supplement), OCKiNnbKu
3aMiHHUKM OinkKa BXe MICTATb
OiNbLWIiCTb 3 HEOOXiAHUX BiTaMIHIB i
MiHepaniB.

* [loTpebu B 6inliky y cnopTcmeHiB — 1,2
— 2 r/Kr macuv Tina B OeHb.

 bBinku He € pXxepernom eHepril i nMwe
5% ige Ha eHepreTUYHiI Wini.

e Ixepernom eHeprii € ByrneBoaM i
XUPHI Kucnotuy, aki npun PKY He

- OOMEeXYIoThCS.



AK MPABUJIBHO OPIAHI3YBATW
CNMOPTUBHE XAP‘-IYBAHHFI?

OcHOBHUMU 3aBAAHHAMMU
CMOPTMBHOIO XapyyBaHHSA Npw
®KY € nigTpumka baratoi
ByrrieBoAamMu Qi€Tu, peTernbHum
MOHITOPUHT CTaHy rigpartadii Ta
npuaineHHs ocobnueoi yearu
yacy npunomy AKC
(amiHOKMCNOTHOI cyMmiLwi) Ha
eTani BiAHOBMEeHHS nicns
TPEeHyBaHb.

3aBAaHHSA CMOPTUBHOIO
Xap4yyBaHHA NONAraloTb y
3anoOiraHHi:

e linepTtepmii
e [erigpaTauii
 Tlinornikemil

e M'a30BOro rmikoreHHoro
BUCHa)XeHHSA

Ana HopmarnbHOI poboTH M'A3IB
HeoOXiZAHa rnKo3a, XXMPHi KNCNOTH

I KUceHb. [pun ¢iznyHnx BnpaBax B
OCHOBHOMY BUTPA4YaETbLCSA XUP.
M'azoBum rnikoreH gae HamdinbLwy
KinbKicTb eHepril. Hanpuknapg, y
cnopTcMeHa Macolo Tirfla 70 Kri 10%
XXUPOBOI TKAHUHU M'A30BUMN
rnikoreH gae 6400 kX eHepril, WO
AOCTaTHbO ANS TPeHYBaHHSA
NpPoTArom 80 XBUJTUH.
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OnTunmMisyBaTn CnoXuBaHHA HaTypanbHOro OiNKy y BianoBiAHOCTI A0
TonepaHTHOCTI PA.

MigppaxoByBaTu 3aranbHe CMNOXUBaHHA OifikKy (HaTyparibHOro Ta
CUHTETUYHOrO)

PekomeHpnoBaHo gogatkoBo 20-30 r npoTeiHy (3 AKC) i 10 r eceHuUianbHUX
XUPHUX KUCIIOT NicnAa TpeHyBaHHSA, A1 BiAHOBNEHHSA M'A30BOI TKAHUHM.
Ayxe ob6epexHO NOTPiOHO 3acTocoBYyBaTH OyAbL-AKi HaNoI A4nsa cnopTy (iHoAi
NPUCYTHIN acnapTam), He MOXXHa CNOPTUBHI 4O0aBKMU.

BiTaeTbca BxuBaHHA NMHXXK Omera-3 Ta iHWNX XXKUPIB 3 Xelo.

Oeski nauieHTn 3 PKY BTpayaroTb GinbLie BoAu, HixXX 340poBi iHAUBIAYYyMM,
KOHTPOSIOBAaTU OCMONANBbHICTb aMiIHOKUCITIOTHMUX CyMillen. 3BaXyBaHHA A0 i
nicrnfa TpeHyBaHb 4al0Tb MOXIIMBICTb MOHITOPUHIY BTPaTU PiAVHWN, SKi
NOBUHHI OyTH BigLuKoaoBaHi B MeXxax 125-150%.

HeoOXxigHi enekTponiTtu i LOAAaTKOBUU NPUAOM KanbLilo, MiHepaniB i BiTamiHy
D3, aHTUOKCUAAHTIB, ane ue NoTpioHO KOHTPONOBAaTU | po3paxoByBaTH, LLLOO
He BUKINIMKaTU nepeao3yBaHHSA CYNMNNeMeHTIB.

BaxnmBo He gaBaTu OiNKOBY HaBaHTa)XXeHHA A0 i Nig Yac TpeHyBaHHS, TOMY
LLIO Lie NPU3BOAUTL A0 3POCTaHHS PiBHA IHCYiHY.




MNMepen TpeHyBaHHSAM:

* PekomeHAayeTbCA BYyrneBogHUMN NpumMom
Xi (cnewianbHi HU3KOOENKOBLIN
NPOAYKTUN 3 HU3bKUM BMiCTOM XUpy).

* HagmipHe cnoXnBaHHA Xap4oBUX

BOJIOKOH MOX€e BUKNMKaTU AUCKOMOPT y
LLJTYHKOBO.

e BaxnuBo focTaTHE HaOXOOXXEHHS pPiAUHN

Mia yac TpeHyBaHHSA:

* He pekomeHayeTbca BxxuBaHHA AKC

 Moxnuse 3acTocyBaHHA COPTUBHOIO
Hanoto 6e3 acnapTamMa 3 BACOKUM
BMiCTOM ByrneBoAiB AN NOMNOBHEHHA
eHeprii, 0co6nMBO Npu TpUBanux
HaBaHTaXXeHHAX B yMOBaXx NiABULLEHUX
Temneparyp.

Micna TpeHyBaHHS:
 PiguHa B 06'emi 125-150% Big BTpaTtun

 ByrneBoau 3 BUCOKUM rAikeMiYHUM
IHOEKCOM MOXYTb OYyTU peKOMeHAoBaHA
ANA BigWKoayBaHHA BTpaT eHeprii

* [poTeiHOBMIM 3aMiHHUK ANA BiAHOBNEHHS

TKaHUHMN.

R : .

MauieHTN 3 PKY MOXYTb
3anMaTUCA Oyab-AKNUM
BUOOM CNopTy, 0coo6nmBo
aepoOHMM BUpamm.
3aHATTA CMNOPTOM MOXYTb
aKTUBI3yBaTU AIANBHICTb
MO3Ky | BUPOONeHHs
ropMOHIB, WO Cripusie
NOSINLWeHHI0 CaMOMNo4yTTA
npun OKY.




3PITUN MO30K:
HA LLIO YEKATW

HopmanbHe cTapiHHA rofiloBHOro MO3Ky
XapaKTepusyeTbCA BTPaAToOHO
HEeMpPOTPAHCMITTEPIB, HEBENTUKUM
3HWXXEHHAM KOTHITUBHUX | pyXOBUX
XapaKTepPUCTUK, a TAaKOX CTPYKTYPHUMMU
3MmiHamu. Y naudieHTiB i3 ®PKY npouec
CTapiHHSA rONOBHOI0 MO3KY MOXe
36iNbWUTU PU3NK HEBPOSOTiYHOTo
MOLUKOAKEHHS, BpaxoBYyO4U CNiNbHY
NPUCYTHICTb PU3UMKY arperauil
cdeHinanaHivy, meTabosni4yHUX NOpyLUEHb i
OKUCHOrO NOLUKOAKEHHS.

Y nesakux sunagkax MPT-Bi3yani3auisn
nokasana atpodito cipoi pe4oBUHU Y
NigKipKOBMUX CTPYKTYpaX, MOLLIKOOKEHHS
nob6oBux i ckpoHeBux obnacrtax. Y
AeKiNbKoX nayieHTiB NPUCYTHI NPUHANMHI
OOMH 3 O3HaK XBopoowu lNapkKiHCOHa, Takun
AK TMNOCMIfA (3BHUXKEHHS HIOXY) — 20%,
aenpecis i posgpatyBaHHA — 30%,
AnchyHKLiIA cedMoBUNYyCKaHHA abo 3akpen
- 10%, aonamiHoBa He4OCTaTHICTb —
10-25%, 30pOBi i KOrHITUBHiI NOPYLUEHHS —
70% . 3MiHU B MO3KY KopertoBasnu 3
piBHeM deHinanaHiHy Ta iHWMMH
MeTaboniyHMMun mapkepamm.

=& EED YOUR
J:- MIND

AocniaxeHHA Phe-Aging NOKasye,

L0 HEBPOJIOTiYHi NOPYLIEHHA y
Aopocnux I'IaLl,ICHTIB i3 PKY cunbHO
BapiloloTbCs | Us nigrpyna
nauieHTIB BUSBNSIE PaHHI
HeMpogereHepaTMBHI Mapkepu.
Tomy pieTa, (pisyHa aKTUBHICTb Ta
TPeHyBaHHSA MO3KYy rpalTb
BefiIn4e3Hy ponb AnsA 3anoodiraHHA
nporpecyBaHHA HEBPOMOriYHUX

nopyLleHb Yy AOPOCNNX NauieHTIB 3
(0] 9




AK 3AMNOBIN'TU SMIHAM B
MO3KY?

° MOYaTOK JlIKyBaHHA (YUM
paHiwe, TUM KpaLue);

e AOTPUMAHHSA BOIETU (YUM
cyBopille gieTta, TUM
Kpae);

e CcTanicTb AIETU (YNM
cTabinbHIiWa, TUM
Kpawue);

* CMOpT, po3yMoBa
aKTUBHICTb

JocnigaxeHHA noKasanu, Wo HaBIiTb SKLWO Y AOPOCNOoro

nauieHTa BXe € 3MiHU y Oiflin pe4oBUHI MO3KY, TO Npu
AOTPUMAHHI CyBOPOI AIiETU NPOTArom 3-x MmicsiliB




Y € ANIbTEPHATUBA
KNACUYHIN OIETI?

KyBaH (KUVAN) Mmoxe
3acTocoByBaTUCH AN
PO3LMPEHHSA QIETU NPU OESAKUX
dopmax ®KY, Tomy w0 BiH
nigCcUNIOE 3aruULLKOBY
aKTUBHICTb
deHinanaHiHrigpokcunasu
(PAT), TaKUM YUHOM IHUXKYIHOUN
piBeHb PA.

MpenapaTu Benukunx
HeNnTpanbHNX aMiHOKMUCIOT
(BHAK), wo 6nokyroTb
nonagaHHA PA y MO30K, ane
eheKTUBHICTb NOKMU WO niAa
NMUTAHHAM

PALYNZIQ - npenapaT Ha OCHOBI
CUHTETUYHOro (hepMeHTy
neresaniasa y popmi iH’e€KLiN —
BXXe 3aTBepAXeHo A0
BUkopuctaHHa y CLLIA Ta

ECoonami (b Vienawurl 1110 i)

SYNB 1618 — HOBUM
npobioTU4YHMM Npenapar, BXe
npoxoauTb BUNpoobyBaHHSA. BiH
MOXe AOMNOMOITU Y 3HNXKEHHI

piBHIB PA LLNsAXOM
po3LensieHHA y KULLKIBHUKY,
MPOXOAUTDb KIiHIYHI
BUNPOOyBaHHA




LLIO TAKE CGMP?

KaseiH rmmkomakponentung CGMP — ue

HaTyparbHUN 64-aMiHOKUCNIOTHUN
nentua, 6aratnmn cneundivHNMHU
amiHokuconotamu. Moro
BUIOTOBNAIOTb 3 MOJIO4YHOI

CUPOBATKW, O OTPUMYETbLCA NiA vac

BUPOOHMLTBA CMPY LUNAXOM
B3aemMopil 3 hepMeHTOM XiMO3UH
(chymosin).

HoBivyHa pieta PKY Bumarae xi i
OinKoBUX 4OO6aBOK 3 XOPOLUNMU
cMakoBUMU AKOCTAMU. OCHOBHUM
HenoriK AiETU Nonfarae B TomMy, WO
nauieHTU Big4yBalOTb NOYYTTA
ronopay i amyLueHi "nepekywyBaTtun"
MiXX OCHOBHUMM NPUMOMaMM IXi, O
npu3BoAUTb A0 HAbOpy Baru.

CNUTRICIA

CGMP - eguHe abCOnOTHO
HaTypanbHe gXeperno TBapUHHOro

Oirflky 3 HU3bKUM BMICTOM
c¢deHinanaHiny. OctaHHiM Yacom
BUPOOHNKMN aMiHOKMUCITOTHUX
cyMmiweun nepexoaaTb Ha GMP-
TeXHOnorito, Wo Aae Haaio Ha
OinbL 340pOBY Ta HaTyparnbHY
AaieTotepaniro.

He3Baxarouu Ha Te, Wwo CGMP-
NMPOAYKTU MICTATb HE3HAYHY
KinbkKictb @A, 3HAYHOro 3pOCTaHHSA




Pe3ynbrat nopiBHAHHA 3Bu4anHnx AKC ta CGMP:

 Maca Tina Ta 3picT Kpawye 36inbwyBanucs B rpyni CGMP

* Hacun4yeHHSA KiCTKOBOI TKAHUHU MiHepanamm 3pocrna

e 306inblueHHA piBHSA cefleHy B Nna3Mmi KpoBi

e 306inblueHHA piBHSA UMHKY | BiTaMiHy D

e PiBHIi Kanbuito, marHito, poccopy, remornobiHy, MCV, chepnutuny, B12, 25-rigpokcu-
BiTamiHy D BignoBiganu Hopmaw.

lNMoTeHuinHi nepeBaru CGMP:

e AMiHOKMCNOTU 3 CGMP 3aCBOKOIOTLCSA NMOBINbHILLE

e Kpawa yTunisauifa deHinanaHiHy, Wwo nokpawye aHa6oniam
e MeHwe nepenagm piBHa ®A npoTtarom gobu

BucHoBKM:

* | CGMP, i AK-cymiwi niaTpumMmyoTb HOpMasibHUU PiCT, PO3BUTOK i HYTPUTUBHbIN CTaTyC

 PiBeHb ceneHy 3Ha4HO Kpalye B rpyni CGMP

e [loKn HegOCTaTHbLO CBiAYeHb NpPo Te, Wo CGMP MOXe BUPILLMTU NpobreMy KicTKOBOI
TKaHUHU npun PKY, ogHaK piBeHb HaCUYEHHA MiHepanamu 3pocTae

e CGMP BUMararTb OiNnbLU peTeribHOro KOHTponto piBHA PA B AUTAYOMY Billi 32 HAAABHOCTI
DA

* CGMP KpaLie cnpMnMaroTbCA A4iTbMU 32 OpraHoONenTUYHUMU BJflaCTUBOCTAMM

e [lauieHTn BiA3HA4YMNM HaUKpaLLi NOYYTTA HacUYeHHS Big CGMP-NpPOAYKTIB, WO A03BOSIUIO
3HU3UTU aNeTUT i CNOXNBaAHHA HU3bLKOOINIKOBMX NPOAYKTIB B nNepepBax Mixk npumnomMmamMmm
XKi i 6inblIKMK piBeHb eHepril.




CRISPR- reHHUN MOHTaX (gene editing), AKUN MOXKe
AO03BOJNIUTU OTPUMATU HENpPaBUNbHY HYKIEOTUAOHY
cekBeHUio B reHi PAl | 3aMiHUTU Ha HOpMaribHY. TakKum

YUHOM, Oyae MOXITUBMM NPOBECTU NOBHY KOPEKLUito
reHHoro gedekKTty i nepeTBopeHHs bioximiyHoro cheHoTUNY
PKY B HOpmanbHuu beHoTUnN.

AMepUuKaHCbKUMn reHeTuK, PpeHcic
KonniH3, Aknn ctaB BiAOMUM fIK KEPiBHUK
NpPoekty no po3wuncgppoBLi reHoma
NIOAUHU, TOBOPUB, WO "CYTTEBI BigKpUTTA
B TepaneBTUYHIN reHeTUKM BXe Ao 2020
POKY TOPKHYTbLCSl MPaKTUYHO KOXHOro
3axBoproBaHHSA. | npenapaTtu, AKi 6yayTb
BUKOpuctoByBatuca B 2020 poui, no
OinbwWwin YacTuHi OyayTb TUMKM, SKi
3acHoOBaHi Ha PO3yMiHHi reHOMy, a Te, Lo
MM BUKOPUCTOBYEMO CbOrogHi, 0Oyae
-BBaXXaTUCA-CMITTAM."




Bi1 ABTOPA

PeHinKeToHypisA — oaHe 3
HebGaraTbox opdaHHUX
3axBOpPHOBaHb, WO OOMeXy€E NOaUHY
TiNbKW y Xap4yyBaHHi, Ta He OOMeXye
B iHWKX chepax XUTTA. AKLWo
noauHa 3 ®KY porpumyetbea Aietn
abo0 KOHTponeE piBeHb PA B iHLLIUA
Cnocid — BoHa byae Xutu
NOBHOLUiIHHUM XUTTAM.

¢, aBTOp Ui€l KHUIM Ta MaTU AiBYUHU
3 OKY, wupo 6axaro BamM HiKONKM He
3aaBaTucs, Oyt HanonernMBMMU Ta
NOCNiAOBHUMMU Ha BalLOMY LUSIAXY.
Lle - 3anopyka wacnueoro
ManOyTHLOrO, sIKe BXe 3apa3 roTtye
HOBI BigKpPUTTA Yy nikyBaHHi PKY.

MNMpuepHytoca goo cniB
amMepuKaHCbKoro npodecopa Harvey
L. Levy M.D.:

«f1 BneBHEeHUMN, Lo 3a BCHO 50-pivHy
icTopito gocnigxeHb B obnacri
nikyBaHHAa ®KY, mu sHaxogumocs
Ha Nopo3i HanOiNbL XBUIIOKYNX
BiakputTiB. Came B UbOMY
AecATUNITTI Oyae 3HanaeHo HOBI
meTtoau nikyBaHHA PKY, ski
AOKOPIHHO 3MIHATb XUTTSA HaLKnX
nauieHTiB».




JITEPATYPA,
NPE3EHTALII

\/ » «[Ipe3eHmauist European PKU Guidelines» (Annemiek van Wegberg, MSc, RD
A. van Wegberg, F. J. van Spronsen, Mamepiasnu 30-i KoHgbepeHUITE. S. PKU,
Ay6nuH, 2016)

\/ - . ™)
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Annemiek van Wegberg, Anita Mc Donald, bepsiH, 23.10.2015) )

o «KoeHumueHe ma meHmarsibHe 300poe’si sirodel 3 PKY» (Dr. Rianne
Jahja, University Medical Center Groningen, the Netherlands), Mamepianu
31-i KoHgbepeHUIT E. S. PKU, Hell, Norway, 2017 )

o Jlekuii Jopomu Kopu4uH4cbkoi-HaabaH (IHcmumym mamepi i




o «®PKY i MO30K: noasnso Kpi3b 6iny pe4osuHy» (Shawn Christ, Ph.D.
University of Missouri, USA. Mamepianu 31-i KoHgbepeHUiT E. S. PKU, Hell,
Norway, 2017

\/ e«[TopieHsAHHSA pe3ynibmamie 3acmocyeaHHsi CGMP-3aMiHHuUKie 6inka

i cuUHmemuy4HuUx amiHoKucriomHux cymiwet» (LeHnmp KeHedi, ]

KoneHzazeH, faHisi) Mamepianu 31-i KoHgbepeHUii E. S. PKU, Hell,
Norway, 2017

e «HeliponcuxonociyHul npo2Ho3 dopocsux 3 PKY» (XpucmuHa
PomaHi, ®ininno Manmisi, ®paH4yecka Hapdekkusi, AHima Mak-
Honano, Jliana NManepmo i BiHyeHyo Jleyuyyu). BeHeuis, Imanisi, 2018

e «3pinut mo3ok nayieHmie 3 ®KY» (AHOpesi [linommo), BeHeuyisi, 201%
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v| * «®KY ma cnopm» (Julio Cesar Rocha, Inherited Metabolic J
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