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HepeﬂiK CKOPOYEC€Hb, IO BUKOPUCTOBYHTHLCH B IIpOTOKOJIi

AI'C — aipeHOreHITaIbHUM CUHAPOM

AK — aMiHOKHCTIOTH

AD — aminodenu

BI" — Bpo/pKeHUH T1IIOTHPEO3

BHAK- Benuki HeHTpaabHI aMIHOKUCIIOTH

I'PX-MC — razopiaunasi xpomarorpadis — Mac-CIIEKTPOMETPis
I'®A — rinepdeninanaHiHeMis

JODA — nekapOokcuiaza — 4 — girigpokcudeHigaiaHia
KOMT - karexon-0-metunrpancdepasa

MAO — MoHOamMiHOKCHAA3a

MB — Mani001JIKOBI IPOTYKTH

MB — myKkoBicUH103

MO® — nopyuieHHa 0OMiHYy QeHUTaTaHIHy

CH — cKkpuHIHT HOBOHAPOHKCHHUX

THUP - Tupo3ux

THIX — ToHKOIIapOBa XpoMartorpadis

®OKY — dpeHinkeTonypis

®A — deHninanaHig

BH, — TeTparigpobionTepun

DHPR — girigponrepiniHpeayKkTas3a

DRD — JIO®DA-3anexHa JUCTOHIS

GTPCH I — ryano3un-5-tpigocdaruikiorigponasa |
5-HT — 5-rizpokcutpuntodan

PAH - ¢eninananin-4-rigpokcumiasa

PCD - nrepin-4-a-kapOiHoiaMiHJIeriApaTasa

PTPS — nipyBoin-tepariaponTepaHcinrasa

SR — cenianTepuHpeyKTa3a



PO3A1J 1
IlacmopTHa yacTHHA

1.1 diarno3 - Knacuuna denuikeronypis (PKY)

[Hun Buau runepdeninananinemii (I'OA)
1.2 HIndpp MKX-10 - E 70.0 - Knacuuna peH1IKeTOHYpis

E70.1 Iamn Buau runepdeninananinemMii

1.3 JJasa koro npu3HadyeHWil mnpoTtokoJ -—IIpoTokon mnpu3HAYSHUN i JIiKapiB-
HEOHATOJIOT1B, JIKApiB-TIeAIaTPIB, JIIKAPIB-TEHETUKIB, JIIKAPiB-CHEIATICTIB Ta MEIUYHOTO
NIEPCOHANY, SIKUi Oepe y4JacTh y JIarHOCTHIIl Ta HAJaHHI MEIWYHOI JOIIOMOTH Talll€HTaM 3
OKY.
1.4 Mera — IlokpamanHs oprasizamii Ta SKOCTI IIarHOCTHUKH Y HOBOHApPOJDKEHHUX
MeTabonmiyHux aedekTiB oOMiHy DA, sIKI MOXKYTh HNPU3BECTU A0 PO3BUTKY KITHIYHUX
O3HAK 3aXBOPIOBaHHS, B TOMY YHKCJ, PO3YMOBOI BIJCTAJIOCTI; MOCTAHOBKA J11arHO3y B
MO>KJIMBO OUIBIII PaHHI TePMiHM (10 1-ro Mmicsliisi), BBEJEHHS CHEIM(IYHOTO JIIKYBaHHS,
110 MOINEPEIUTh 1HBAIIAN3AIIi0, PO3BUTOK PO3YMOBOI BIACTAIOCTI M 1HII YCKJIaTHCHHS.

1.5 JlaTa ckaaganas nporokojay — 2014 pik.
1.6 /lata nactynHoro nepersasay — 2017 pik.
1.7 Po3poOHukmu:
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®eninkeronypia (PKY) - cmankoBe 3aXBOpPIOBaHHS, B OCHOBI SKOTO JIEXKHUTh
NOPYIIEHHSI aMiHOKUCIOTHOrO 00MiHy. @KV noenHye Kijibka FeHETUYHO T'€TEPOr€HHUX
dbopm mopyuieHHs oOMiHY (eHinanaHiny (DA), CXOXKUX 3a KIIHIYHUMH O3HAaKaMu
(Jdonatok 1). Lle xknacuuna ®KVY, odymosiiena nedinurom deninananin-4-ripokcuiasu
(DAI'), Ta arunoBi ¢opmu ['PA, mo 3B'SI3aHI 3 TMOPYUIEHHSIM CHHTE3Y
terparigpodiontepiny (BH4), xkodbepmenty, skuii Oepe ywacTb Yy mpoliecax
T'APOKCUIIFOBAaHHS apOMaTHYHUX aMIHOKHUCIIOT, Y TOMY YHCHI (PeHlIanaHiHy 1 THPO3HUHY.
Mixunapogna ©6a3za mganmx 133 ;maGoparopiii  MOBIAOMIISIE CEPEIHIO T'PAHUYHY
koHneHtpaniro aigs A - B Mexax 65-234 wmxmonw/n( 1,08mMr/% - 3,9mr/%) 1
cuiBBigHomeHHss PA/TUP > 3 sk He nHopma Jledinmur DAl € ayrocCOMHO-PEIliCiIBHUM
nopymieHasiM. ['en posramoBanuii Ha xpomocomi 12g23.1. Onucano 6inbme Hix 500
pizHux Mytamiii B reHi DAL, OUIbIIICT € TOYKOBUMH MYyTAIlisIMH, aje TaKoXK
CIOCTEPIrarThes AeeNli, TyTlKalli 1 IHCepUIiHI MyTalli. biabmicTs MiceHe - MyTaIii
IPU3BOJATH O aHOMAJIBLHOTO cKymueHHs OuikiB DAL, migBunieHoMy OLJTKOBOMY OOMIHY
Ta/a00 3HUKEHHIO AKTUBHOCTI.

[To3uTHBHMI JOCBIJ JIIKYBaHHS XBOpUX Ha kKiacuyHy @KV nieroro 3 oOMeKeHHIM
DA, € noka3oM TOro, 1mo HakonmueHHsT DA 1 IPOAYKTIB HOTO aHOMaJILHOTO METab0II3MYy
€ KJIIOYOBOIO JIAHKOIO B IaTOTeHE31 YpakKeHHsS IEHTPaJbHOI HEPBOBOI CUCTEMHU IIPH
naHii natojorii. Panne BusBnenHs ®KY y HOBOHApOIKEHHX, CBOEYACHE 1 MPABUIIbHE
BEJICHHSI TaKMX XBOPHX 3 TEPIIMX JHIB JKUTTS MAa€ BUpINIAJIbHE 3HAYEHHS, TOMY IIO
MoTepekae 3aTPUMKY PO3yMOBOTO PO3BHUTKY JITCH. AJie, HaBITh y MAIlI€HTIB, SKUM
MPOBOAWIIOCS JIIKYBaHHS 3 HApOPKEHHS, MOXYTh 3'SBIATHCS HEBPOJIOTIUHI Ta
NCUXOJIOTIYHI TpoOsieMu. HaBiTh BaXKKO pPO3YyMOBO BIACTadl JOPOCHI 3  MMi3HO
niarHoctoBaHuM nedirmurom DAIT mOKa3yrOTh MOMIMIICHHS MOBEIIHKY TPH 3HUKCHHI
piBast DA kpoBi. BariTHicTh nipeAcTaBisie 0COOIMBY MPOOIEMY ISl )KIHOK 3 A€(PIIUTOM
®AI, tak sk BuUCOKI piBHI DA TOKCHYHI i MO3KY IUIOAY 1 pa3oM 3 IHILIUMU
TEpPaTOTeHHUMH e(QeKTaMu MPHU3BOIATH 10 BCTAHOBICHHS CHHAPOMY MAaTEPUHCHKOI
OKYV. TlosBa maHuX NOpo TOKCHYHI edeKkTu nigBuuieHoro marepuHcbkoro ®A Ha
PO3BUTOK ILJIOAY, NMPHU3BEJO 10 BHCHOBKY NP0 HEOOXiIHICTH JIIKYBAHHSI JAHOIO
3aXBOPIOBaHHSI MpoTsiroM ycboro :kuTTs.( Phenylalanine hydroxylase deficiency:
diagnosis and management guideline Jerry Vockley MD, PhD1.2, Hans C.Andersson,
MD 3)

1.8 Enigemiosnoriuna ingopmauis

3a JTaHMMHU HEOHATAJIBHOTO CKPHUHIHTY, TommpeHicte ®KY B pi3HMX perioHax
Vkpainn komuBaetbes Big 1:4500 mo 1:10000, y cepemHboMy YacToTa JIaHOTO
3aXBOPIOBAaHHS cepel HeMOBIAT ckiagae 1:7697 (2008 1) - 1:7027 (2010). HaiiGiabim
yacTo 3ycTpiuaeThecsi kimacuuHa ¢opma DKV, mpu skiil gieroteparis € €IUHUM
eEeKTUBHUM METOJIOM JIIKyBaHHS, Ha YacTKy «aTHMOBHX» (OPM 3aXBOPIOBAHHS
npunanae 1- 3 % punankis (logarok 2).

Kniniuni o3Haku ®KY mocuTh M0Bro MOXYyTh HOCUTH Hecrenu(iqHuiA Xapakrtep,
10 3HAYHO MOTIpPIIy€e€ MOXIIUBICTh CBO€YACHOI iX aiarHocTUkH. I[i3HsS niarHOCTHKa, B
CBOIO uepry, npu3BoauTh 10 noBHOi Madidectanii KV, no iwBamiguzaii, a paHHs
JIarHOCTHKA 1 aIeKBaTHE JIIKYBaHHS 3yMUHSIOTh MOPYIIEHUI MeTab0I13M, CIIPSIMOBYIOUN
HOro B HOpMaJIlbHE PYCJIO 32 paxyHOK MaToreHeTuyHoi Tepamii. [Iporpama niarHOCTHKU



®KYVY noBuHHA MICTUTH B cO01 CKPUHIHT TE€CTH, TOHKoIapoBy xpomarorpadito (TLLX)
AK, BucokoedextuBHy piaunny xpomarorpadito (BEPX), razopiaunny xpomarorpadiro
- TaHgeMHy Mac-crnektpomeTpito (TMC), MolekyasipHy Ta €EH3UMOJIIarHOCTHKY.
JlonaTkoB1 TOCTIHKEHHST HEOO0X1/1H], 1100 BU3HAYUTH NPUUHUHY MmiABUIeHOro A B KpoBi
1 MOBMHHI BKJIIOYaTHU aHani3 ooMiny ntepiHiB. ['enotunyBanns @Al npuzHayaeTbes st
MOJIIIIEHOTO TUIaHYBAaHHS JIIKyBaHHA. Bu3HaueHHs (epMeHTATUBHOI akTUBHOCTI DAl
JTOCHIKYEThCS TIIbKM B TKAaHWMHAX TMEYIHIII Ta HUPOK, TOMY HE MIAXOIWUTH s
ckpuninry OKV.

PO3JIIJI 2. 3arajabHa yacTMHA

2.1 /Ins1 ycTaHOB, 110 MPOBOASATH NMEPUINN eTan CKPUHIHTY.
Po3aia 1. Opranisanisi nmepuoro erany CKpUHiHry
IToJ10:xeHHS IPOTOKOTY

3abe3neyumu 00OCMynHiCHb CKPUHYIOUUX NPOZPAM 8 3aK1a0ax, AKI HPOGOOAMb
Macosuit  CKpuHinz HoeoHapooycenux HnHa @OKY ona pannvozo(ceocuacnozo)

6CMAHO06/1EHHA 0IACHO3Yy Ma NPOBEOCHHA OUCHAHCEPHO20 HA2NAJY 34 NAUIEHMAMU 3
DKY, wo nepeovaueni yum YKIIM/I.

OOrpyHTyBaHHS

Baxmusum nis giarHoctukn @KV € cKpHHYI0YM NpOrpamMm, 1o mpoBOISATHCS Y
OUIBIIOCTI PO3BMHEHUX KpaiH CBITY 1 HaJalOTh MOXJIMBICTH BHSBUTH XBOpOOy Ha
JOKJIIHIYHOMY €Tami B IeplojJ HOBOHApPOMXkeHOCTI. IIpoBeneHHs mporpam CKpUHIHTY
HOBOHAPOPKEHUX MOYKE BUIPABAYBATHCS JIMIIE B THX BUIAAKAX, KOMU: 1) y HasSBHOCTI
KOPHUCTh JJIsl 1HJUBIZA BiJ] PAHHBOTO PO3II3HABAHHS XBOPOOU; 2) MA€ThCsl HAAIMHUN TECT
JUIsl IPOBEJICHHS CKPUHIHTY; 3) ICHY€E 3aJI0BUIbHA ITporpama 1o 00CIyrOBYBaHHIO Ha MICISIX;
14) ToCTyIHa YU ICHY€ MOXKITUBICTD JIIKYBaHHSI UM MPO(PLITAKTUKHA XBOPOOH.

[TpoBenennst macoBoro ckpuHinry Ha @KV no3Bomsie cBo€dacHO po3noyaru
JIKyBaHHSI, HaJaTl aJ€KBAaTHY MEIUKO-TEHETHYHY JOMOMOIY XBOPUM Ta IX pOJUHaM,
CTEXXHUTH 3a JTUHaMiKoro momymsmiiaux yactor ®KY B pizHux perioHax Ykpainu. s
JOCIIIJDKEHHST ~ BUKOPHCTOBYETHCSI  KamUIs[pHa  KpOB, y3sATa Ha  CHEIllaJbHUHN
xpomatorpadiuamii  mamip. CKpUHIHT HOBOHAPOKEHWX  JIO3BOJISIE  paHO, Ha
0e3CHUMITOMHIN CTajii MoYaTy JIIKyBaHHS, MONEPEIUTH HE3BOPOTHI ypaXKEHHsS] HEPBOBOI
CUCTEMHU U 1HII BaXKK1 HACIIAKY NATOJIOTII.

Ha nepmomy erani aiarHoctuku OKVY ciij BUKOPUCTOBYBAaTH MACOBMII CKPHHIHT
HOBOHapomkeHuX. IlepBMHHA MeTa HEOHATATLHOTO CKPUHIHTY - 1I€HTU(IKYBaTH
HEMOBJIAT 3 META0OIIYHUM Ae(PEKTOM, II0 MOXE MPHU3BECTH A0 PO3BUTKY KIIHIYHUX
O3HAaK 3aXBOPIOBAHHS, B TOMY YHCJI, PO3YMOBOI B1ICTaJIOCTI.

HeoOxiani aii

O00B’A3KOBI:



1. HasiBHICTh MOBHOi CUCTEMH, 1110 TapaHTy€ MPaBUILHUN 301p 3pa3KiB Marepiany
B1Jl HOBOHAPO/’KEHHUX.

2. IlpoBenenHs 1abOpaTOPHOTO aHATI3Y.

3. 3arBep/KeHHS Ha PIiBHI 3aKjiaay IMHCbMOBOTO JIOKAIBHOTO IPOTOKOIY, IO
po3pobieHuit Ha ocHOBI 1Iboro Y KIIM/I.

Oo6cTexyBaTn HeOOXIIHO:

a. BCIX HOBOHApO/KEHUX Ha 3-5 100y miciis HApOPKEHHS y TMOJIOTOBOMY
3akianal abo y BIIUICHHI TaToOdOrii HOBOHAPOHKEHUX JO TOTO, KOJU
nuTuHaA Oyje BUIMMCAHA JOJIOMY. SKIO € CyMHIBH BiJIHOCHO CBOE€YaCHOTO
HAJXOHKEHHS OUTKa (CBOEYACHO pO3MOYATOro OI1IKOBOTO XapuyyBaHHS
JTUTUHU) HEOOXITHO MPOBECTU MOBTOPHE TECTyBaHHS Ha 1-4 THIKHI KUTTS.
Takoxk HEOOXIAHO TecTyBaTu JAiTE€H, IO HAPOKEHI 1032 IOJOrOBOTO
3aKyIaay ado BUIMCAHI 3 MOJIOTOBOrO 3aKijaay paHilie 2-i qo0u y JUTS4ii
NOJIKJIIHILI. SIKIIO CKPUHIHT MPOBEACHO B Nepili 24 rOAUHU, TO UM JITSIM
HEOOXIJTHO TPOBECTH OOCTEKEHHS IMOBTOPHO y BIilll J0 2 THXHIB s
BUSIBJICHHS TTPOTYIIIEHUX BUTIAIKIB.

0. XBOpHX/TIEpEAYACHO HAPOPKCHUX HOBOHAPO/KEHUX Ha 7 100y JKUTTS;

HE3aJIeKHO BiJ] BUJy BUTOJIOBYBaHHS 1 JIIKyBaHHS aHTHO10TUKaMHU.

2. Bzarrs 3pa3kiB KpoBi y HOBOHAPO/DKEHUX JUISI CKPUHIHTY 3IIHCHIOETHCS 32
HasIBHOCTI 1H(OPMOBAHOT 3roil OJHOTO 3 0aThKiB 3a (HOPMOIO 3T1THO 3 AOAATKOM
3.

3. ¥V pa3i Bunucku ab0 TEPEeBEJCHHS HOBOHAPOKEHOIO0 3a MEAUYHUMU
MOKA3aHHSIMH JI0 1HIIOTO 3aKJIaay OXOPOHHU 370POB'Sl Y BHITKCII 3 KAPTH PO3BUTKY
HoBOHapoxeHoro (popma N 097/0, 3arBepmxena Hakazom MO3 Vkpainu Bin
26.07.1999 poxy N 184 "IIpo 3arBepmkeHHs (OpM OOIIKOBOI CTATUCTUYHOL
JOKYMEHTAIlli, 10 BUKOPUCTOBYETHCA B  CTal[lOHapax  JIIKYyBaJIbHO-
npod1IaKTUYHUX 3aKIadiB") pOOUTHCS IHMCHMOBE TMOBIJOMIICHHS TPO B3SITTS
3pa3KiB KpOBI Ha JOCHIDKEHHS 3a MPOTpaMol0 CKPUHIHTY 13 3a3HAYCHHSIM
NIePEeITiKy 3aXBOPIOBAaHb, HA K1 TIPOBOAUTHCS OOCTEKEHHS.

4. YV pa3i HeoOXiTHOCTI - MIATBEPAUTH PE3YJIbTATA CKPUHIHTY 10 3-4 THXKHIB JKUTTS
JTUTUHMU.

5. 3abe3neynTH TPOXOKEHHS CIELIaIbHOT IMMiJIFOTOBKU  JIIKapiB-HEOHATOJIOTIB,
7a0OpaHTIB 1 MeEAcecTep Yy 3aKiajax, IO MPOBOASITH MAacCOBUH CKPHUHIHT
HOBOHAPOIKEHUX.

Bbaxamni:

1. 3abe3neueHHs BelEHHS EJNEKTPOHHOI 0a3W JaHUX Ta KOMIT IOTEPHOI 0OpOOKH
1H(pOopMaIlii, 110 MICTUTHCS B IEPBUHHINA MEAMYHINA JOKYMEHTAITI.

Posaia 3. @yHKUiOHAJBHI 000B’SI3KH YYACHUKIB CKPUHIHTY

3.1 BianoBigajgbHicTh 3a 0O0CTEKEHHS BCIX HOBOHAPOIKEHHX Yy TIOJOTOBHUX
yCTaHOBAX, SIKICTb B3SITHMX 3pa3KiB 1 CBOEYACHICTh iXHBOI JIOCTABKHM B PET1OHAJIBHY
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LEHTpaIi30BaHy CKpPUHYIOUy JabopaTopil0 Hece TOJOBHUM JIKap Ta 3aBiayBad
HEOHATaJIbHUM  BIJAUIEHHSM. B meauko-renernyHomy lLlenTpi  (KoHCysbTallii)
PO3pOOJISIIOTECS. Ta HANPABIAIOTHCS B KIIHIYHI BIJIUIEHHS 1HCTPYKIII 1I0A0 3a0opy,
30€pEeKEHHIO Ta TPAHCIIOPTYBAHHIO MPOO JIs Ta00PATOPHUX TOCIIIKEHb.

3.2 HeoOxiani aii crapmoi cecTpu BiaAlICHHS! HOBOHAPOMIKEHUX YHM CTAPLION
aKylepKH.

Crapma cecTpa BijijieHHsI HOBOHAPO/)KEHNX YU CTAPIIA aKyllepKa 30epirae
y cebe OmaHku xpomaTtorpadiqHoro mamepy 1 BIJNOBIZa€ 3a iXHE MapKipyBaHHS
BiZIMOBITHO 110 «OKypHanmy 3a00py KpoBi», 110 30epiraerbes y BiaaiieHH1. XKypHan mae
HacTymHi rpadu: Ne n/m, nata 3a0opy marepiany, gata HapOPKEHHS AUTHHH, Ne icTopii,
Npi3BHINE AUTHHHU, OIIHKA MPO OJCp)KaHHA JIKiB, po3muc ocobu, mo poduia 3abip
KpOBI, JlaTa BIATPABIEHHS B IIEHTpalTi30BaHy jaboparopiro. Ha 6manky, B HE3aIeKHOCTI
B1Jl TUITY, BKa3y€ThCS Ha3Ba MEIUYHOTO 3akiaay, Koj meaudHoro 3aknany, [1Ib matepi,
Ne peectpauii mosoriB, TenepoH MaTtepi, aapeca NPOXKUBAHHSA JUTUHHU, JaTa
HApOJKEHHS, YaCc HapOJKEHHsI, CTaTh, JlaTa 3a00py KpOBi, 4Yac 3a00py KpOBI, 3pa3oK:
NepB./TIOBT., TEPMIH TecTallli B THXHAX, Bara, HasBHicTb BBP, xoBTsHuIl, acdikcii,
iH(y3/Tepanis, [1Ib BianoBiganbHOTO.

3.3 HeoOxigHi aii JJikapsi-HEeOHATOJI0T A
O00B’A3KO0BI:

1. PoOuTh mo3Ha4YKy B 1CTOPii HOBOHAPOKEHOTO MO 3a0ip KPOBI HA CKPUHYIOUH
IPOTPaMH.

2. YV pas3i, SKio KpoB He Oyna y3aTa - BKa3yeThCsl NmpuuuHa. TyT ke poOUThCs
nmo3Havka mpo 3alip KpoBi Ha (OHI METUKaMEHTO3HOI Tepamii. Y JaHOMYy BUIAAKY
aHai3 MOBUHHHK OyTH 3pOOJEHUI MOBTOPHO MICHsS 3aKiHYEHHS MEIUKaMEHTO3HOTO
JKyBaHHS.

3. MarepianoM s JOCHIKEHHS CIY)XHTh KallijsipHa KPOB HOBOHAPOKECHUX.
3a0ip 3pa3ka KpOBi 3IIHCHIOETHCA Y JIOHOIICHUX 3I0POBUX HOBOHAPOPKCHUX Ha 3-5-y
100y MicCIsT HapOKCHHS.

4. YV Bunaaxky, KOIM aHall3 HE MOXe OyTH B34THA y IOJOrOBOMY 3akjaji
(mepeBeAeHHs Y BIJUIIJICHHS MEPEAYacHO HAPOJKEHUX, BIIJIUICHHS HOBOHAPO/KEHUX 3
ypaxxenHsMm LUHC, 1n¢ekiiini Ta Xipypriudi BIIAUICHHS Ta 1H.) 3a01p 301ICHIOEThCA HA 7
100y KUTTS B TIM BIJJIUICHHI, € 3HaXOUTHCS HEMOBJIS.

5. Jlikap-HEOHATOJOT TIEpeTIsiAac BCi 3pa3Ku KpoBi. Y BUNAJAKY J1e(DEKTHOTO 3paszka
3a01p KPOB1 TOBUHHUI OyTH 3p00JICHUI TTOBTOPHO.

6. TonoBHuii mikap 3a0e3nedye BIIIIJICHHS HOBOHAPOHKEHUX HEOOXITHUMH
3acob0amMu JyIsi TPAHCHOPTYBAHHS 3pa3KiB y PEriOHANbHY IEHTPaNTi30BaHy CKPUHYIOUY
n1aboparopiro.

3.4 HeoOxiaHi aii 1adopanTa
O00B’s13K0BI (101aTOK 4):

1. PobGuth 3a6ip KpoBi, BUKOPUCTOBYIOUYH MPHU IIbOMY CTEPUIILHUMN CKapudikarop,
AHTUCENITUYHUIN PO3UMH, CTEPUIIBHY MapIIi0, TYMOBI PYKaBUYKHU Ta OJIAHKH JJIs
3a00py KPOBI.



2. bmamkom gis 3a00py  KpPOBI  CIYXHUTh  CHELIaJIbHUNW  HIMEUbKUN
xpomarorpadiunmii mamip ¢ipmu Mnsiixep ta ynen Tunmy Whatman 903™,

3. Tlepen ta micist 3a00py KPOBI CJiJ] HE JIOMYCKATH KOHTAKTy OJIaHKa 3 1HIIUMHU
TIOBEPXHSMH.

4. MicueM TyHKTYBaHHsI € II'SITOYKa HOBOHAPOKEHOTO, MEMIaJIbHO BiJ JIiHII,
MPOBEACHOT BiJ BEJIMKOTO MaJbId JO N'STU YW JIaTepajibHO BIJ JIiHII,
MPOBEACHOI Bl MPOMDKKY MIXK 4-M Ta 5-M HaJbIIMH Ta M'STO0. 3irpiBalOTh
nepenbdadyBaHe MICII€ MyHKTYBaHHS TEIUIOK BOAOIO MPOTIroM 3-5 XB., MOTIM
IPOTUPAIOTh MiCIle MepeadavyyBaHOi MyHKII TaMIIOHOM, 3MOYEHHM B
AHTHCENITUIHOMY PO3YHHI, IICIIS 90ro HEoOX1JHO J0Ope MPOCYIITUTH IIe MicIle
CTEpUIBHOIO MapJielo, 1100 YHUKHYTH FeMOMi3y.

5. Hpm  3a00pi  kpoBi  ckapudikarop HEeOOXiTHO  HANpPAaBJATH
NEePIeHAUKYJISIPHO A0 NMOBEPXHi, INIMOMHA NYHKTYBAHHA - He Olabmn 2,5
MM (BMHHKa€ He0e3mexka PpO3BUTKY ocrteomiciairy). He momyckaerbces
MACyBaHHSl II'SITOYKHM (BHHUKAa€ HelOe3lmeKka remMoJisy, nepeMilryBaHHA
iHTepCcTHLiaNbHOI TA BHYTPIlIHBOK/JIITHHHOI PiAUHH).

6. Il'sty TpumaroTh Ha piBHI cepls AJiA 3a00IraHHs PO3BUTKY BEHO3HOI'O CTa3y.
[lepmry  kparuiro  KpoBI  BUTHUPArOTh, IMOTIM  MPUKIANAIOTh  OJaHK
NEPHeHAUKYISIPHO HACTYMHINH Kparull KpoBi Ta MPOCOYYIOTh OJIAHK KPOB'HO
HACKpI3b.

7. Jlnsg TomanmbIIoro BHU3HAUEHHS PIBHSA MeTabomiTiB, Ha OJaHK HEOOXiTHO
HAHECTH JB TUIIMU KPOBI1 OKPYTIIOi popMu, AiameTpoM He MeHIT 10 mm.

8. brnaHku BHUCYNIYIOTHCSI Ha MOBITP1 B TOPU3OHTAIHLHOMY TOJIOXKEHHI B CYyXOMY,
YICTOMY IIPUMIILIEHHI HE MEHII 4-X TO/IWH.

9. 3a0pynHeHHs 4M 3BOJIOKEHHSI TOBUHHE OYTHM BHUKJIIOYEHE, TOMY IIO L€ MOXKE
CIIY>KUTH IPUYUHOIO TIOMHIIKOBOTO PE3YJIbTATY.

10. He nomyckaeTbCs 3ITKHEHHS BOJIOTHX OJIAHKIB M1 COOOIO.

11. BnaHk, 1o MICTITh KPOB HOBOHAPOKEHOI'O MOBUHEH OyTH HaIpaBICHUM 10
perioHanbHOI LIEHTPaJII30BaHO1 CKPUHYIOUOi Jaboparopii He mi3Hile 48 TroauH
mnicist 3a00py KpOBI.

3.5 PerionanibHa IeHTPATi30BaHA CKPUHYIOYA JadopaTopis:

1. BignoBinae 3a nmpaBuIbHICTh BUKOHAHHS aHAII3y Ta IIOMICSYHE MMOBI1IOMIICHHS
pe3yJbTaTIB y 3aKiaiu, e MpoBOAUBCA 3a0ip Marepiany. HeoOxiqHo OyTH BIEBHEHUMH,
10 BC1 HOBOHAPOKEHI MPOUILITU 00CTEXKEHHS A0 28 THS HKUTTSL.

2. 3 MoMeHTy peecTpanii 3a 30epe:keHHs MaTepiajdy BiANOBiZae cmemiaiicr,
SIKMi TMPOBOIMTH JOCJHiI:KeHHs1. Pe3ynbraT moBuHEeH OyTH OTPUMAHUN MPOTATOM 3-X
poOounx AHIB 3 JHS HAIXOMKEHHS 3pazka B Jyaboparopiro. [iTh 3 aHOMaIbHUMU
pe3ynbTaTaMu MOBUMHHI OyTH HETalHO (pOTAroM 24 TomuH) CIpsSIMOBaHI Ha MOJAJIbINE
00CTE)KEHHS 1 JTIKyBaHHS.

3. Yea mopanbiia poboTa MO MPOBEACHHIO JOCHIKEHb (DIKCYETbCA B KypHANax,
dbopmu saxux 3arBepmkeHi Hakazom MO3 VYkpainu Nel Bixg 04.01.2001 p. "Menuuna
JOKYMEHTaLlis "



4. Anani3 0I0JIOriYHOI0 Marepiajay, KW HAIAXOAUTHL B Ja00paTopil0 B
HEeNPHUIATHOMY /JISl JOCJTIIKEHHS CTaHi, He MPOBOAMTHLCS, NMPO M0 BiAMIYa€ThCHA B
JKypHaJIi 1edeKTiB Ta CHOBIIAETHCS Y MOJOT0BY YCTAHOBY.

5. 3He3apaskeHHs1 0i0J10TiYHOr0 Marepianay (Mpod) NPOBOAUTHLCSH 3IiITHO BUMOT
HopMmaTtuBHOI fokymeHnTauii (Hakaz MO3 CPCP Ne 408 Big 12.07 1989 «O mepax 1o
CHIDKEHUIO 3a00JIeBa€MOCTH rematutamMu B cTpaHe», Hakaz MO3 CPCP Ne 720 Bin
31.07.1978 poky «OO0 ymaydlieHUUd METUIIMHCKOM MOMOIIM OOJBHBIMU C THOWHBIMU
XUPYPrUYECKUMH  3a00JICBaHMSIMU U YCUJICHUUM MEpOmnpusthuii 1o Ooprde cC
BHYTpuOONbHUYHON uHbekuei», OCT 42-21-2-85 "Crepunusunust v Je3UHPEKIHS
W3JICNIMM MEIUIIMHCKOr0 Ha3HadyeHus. MeToabl, cpeAcTBa M pexuMbl', Hakaz MO3
VYxpaian Nel120 Big 25.05.2000 "IIpo BOockoHajIeHHST OpraHi3allii MEIUIHOI JOMOMOTH
xBopuM Ha BUI-iHdexkmio").

6. TepMiH 30epiraHHs *KypHaly peecTpallii 3pa3KiB Ta iX pe3yJabTaTiB 3riIHO HaKa3y
MO3 Vkpainu Nel Big 04.01.2001 "Meauuna pokymeHTaiiss" ckiagae 3 pOKH.
MapkipoBaHi 3pa3Kd KpOBI HOBOHApO/KEHUX 30epiraroTb B IEHTpasi30BaHIi
naboparopii Ha poTs3i 1 poky.

7. CnenudigHicTh TeCTyBaHHS ckiaaae 99,9%.

8. OnTuMaabHUM CKPUHIHT TOBUHHUM IPOBOAUTHCS Y HOBOHAPOKEHUX cTapiie 48
roguH Ta 10 7-Mu A000Boro BiKy (He paHimie 24 TOAWH TICIsA IMOYaTKy O1JIKOBOTO
XapuyBaHHA).

9. JlaGoparopHi pe3yiapTaTH Ha BCIX HOBOHAPO/KEHUX ITOBHHHI TEpeIaBaTUCS
TOJIOBI TOJIOTOBOi YCTAHOBH, SKa JOCTaBWja 3pa3kKu KpPOBI B  PETIOHAIBHY
IIEHTPaII30BaHy CKpHHY0Uy Jlabopatopito Llentpy.

10. IlixTBepmxkyroua [iarHOCTMKAa TOBHMHHA OyTH TMpoOBelIeHa IIBHUIKO, 100
HOBOHapokeH1, xBopi Ha PKY noyanu onep:kyBaTH JiKyBaHHS HE Mi3HIIIE 3- 4 THKHS
KUTTS. JlieToTepanito HEOOX1JHO MOYMHATH SIK TUIBKH J1arHo3 IiJITBEPAKEHO.

11. Ilpu oTpuMaHHI MOBTOPHOTO MO3UTHUBHOTO pe3yibTaTy CHiBpoOITHUKU LleHTpy
3B'S3YIOTHCS 3 MOJOTOBOK YCTaHOBOK (200 BUKOPUCTOBYIOThH 1H(OpPMAIIitO, 1110 HaJlaHa
Ha OJIaHKY), 3'ICOBYIOTH JIOMAIIHIO aJApecy, JIKYBAJIbHHUMN 3aKjaj, MijJ CIOCTEPEKEHHS
SKOTO HaAIMIIIIO HEMOBJIS; IMOTIM 3B'SI3yIOThCA 3 JUIBHUYHUM TEAIaTpoM, IO
CIOCTepirae HOBOHAPOKEHOTO Ta 3abe3mneuye siBKy poauHu B LleHTp.

12.AnomainbHi pe3ynsTaTd MaroTh Oytu 3aHeceHl B perictp DOKY. Io3utnBHMiA
pe3yNbTaT CKPUHIHTY TOBIIOMIISIEThCS OaThkaMm "Bid-Ha-Bid" JikapeM. Bci mo3utuBHI
TECTH TIOBUHHI OyTH MiATBEPKCHI KUTbKICHUMH METO/IaMH BU3HaUYeHHs piBHI DA.

13. Heo6xiaHO BUKITIOUUTH TOPYILIEHHS OOMIHY OlonTepiHy.

3aBinyBay AUTAYOI KOHCYJbTALIEK Ta AUIBHUYHMIA mexiatp 3000B's3aHi
3a0€3MeUnTH IIBHUJKUI NOCTCKPUHIHITOBHM €Tal: IOBTOPHE OOCTEXEHHS IMEPBUHHO
BUSBIICHUX TO3UTHUBHUX HEMOBJST, OOCTEKEHHS HOBOHAPOKEHUX, IO 32 SIKUMHCH
OpUYUHAMK He Oynu OOCTEeXKeH1 paHille, IBKY B MEIUKO-TeHETUYHUN LEHTP AUTHHU 3
M1ATBEPHKEHUM J[1arHO30M.

MoskiuBi IOMHJIKM NIPU NPOBEIeHHI CKPUHYIOYHX NPOrpam:

BUKOPUCTaHHS OJIAaHKIB, 110 HE BIJIMOB1IAIOTh BUMOTAM;
MTOMUJIKOBE MapKipyBaHHs OJJaHKIB 4H ii BIJICYTHICTb;
HEMpaBUIBLHUN TEPMiH 300pY 3pa3KiB;

MOPYIICHHSI MPaBUII 3a00py KPOBI;

Mi3HE TPAHCMIOPTYBAHHS 3pa3KiB y JIabopaTopito;

NhwD =
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6. BIJCYTHICTh IMOCTCKPUHIHTOBOTO €Tamy (MOBTOPHOTO 3a00py KpOB1 BiJipasy
micas TOBIIOMJICHHS JaHUX TIPO TICPBUHHUN TO3WTHBHUN  PE3YIIbTaT,
3a0e3MeUYeHHs IBKU JI0 JIIKaps-TeHETUKA).

HInsaxu mogo/IaHHs MOMMJIOK:
1. toTpuMaHHs npaBuil 3a00py MaTepiainy Ta MapKipyBaHHs OJIaHKIB;

2. peryiisipHa JOCTaBKa 3pa3KiB y J1abopaTopiio;

3. 3a0e3mneueHHs TTOBTOPHOIO B3ATTA KPOBI O 3-X THKHEBOTO BIKY JUTUHU Ta
MPU3HAYCHHS JIIKYBaHHS Y Billl 3-4 THXKHS.

3.6. lis1 ycTaHOB, 110 HAAAKOTH CIIeliaJIi30BaHy MEIUYHY A0IIOMOrY
Pozain 1. Opranizaunist HAJaHHA MeAUYHOI JONIOMOTH

I1o/105KeHHSI MPOTOKOJLY

3abezneuumu O00CMyRHICHb MEOUUHOT 0ONOMO2U 8 3AK1a0ax, W0 HAOAmb
cneyianizoeany MeOudHy OO0nOMO2Y, 6UKOHAHHA OIAQZHOCMUYHUX 3aX00i6 ma
KOHCYyIbmauiii cheyianicmie 3 Memow YMOYHEHHA KIUIHIUH020 O0iazHO3y ma
onmumizayii MeoOuKameHmo3no20 i HemMeOUKAMEeHMO3H020 NIKYBAHHA, NPOGCOCHH
OUCNAHCEPHO20 Ha2A0y NPoPinvhumu cneyianicmamu NAUIEHMIE 3 HAAGHUMU
YCKIAOHEeHHAMU Ma CYRYMHIMU 3AX60PI0EAHHAMU.

Y pazi neooxionocmi 3abesneuumu OocmynHicmov HANPAGIEHHA NAUIEHMA 00
YCmanos, w0 Haoaroms 6MOPUHHY CIAUIOHAPHY MeOUYHY 00NOMO2Yy A60 MpPEemuHHy
(8ucokocneuyianizoeany) meouuyHy OOnOMO2Yy O OCHMAMOYHO20 ECHIAHOG/ICHHA
0iazHo3y i nPo8eOeHHA NIKYSAHHA.

OO0rpyHTyBaHHSH

YTO4HEHHS KJIIHIYHOTO J1arHo3y J03BOJISE paHO, HA O€3CUMIITOMHINA CTajli moyaTu
JIKyBaHHS, TOMNEPEIUTH HE3BOPOTHI YPaKEHHS HEPBOBOI CUCTEMHU M 1HINI BaXKKi
HACJIIIKH I1aTOJIOTI].

HeoOxigHi aii gikapst
O0oB’AA3K0BI:

1. Po3pobutu Ha OCHOBI JAaHOTO YHi()iKOBAaHOTO KIIHIYHOTO MPOTOKOIY CHEIliali30BaHOi
(BropuHHOi) MenuuHOi gomnomorn «®PKVY» Ta 3arBepauTH Ha piBHI MEIUYHOIO
3aKJIaly JOKAJIbHUN MPOTOKOJ MEIMYHOI JOMOMOTH Ta KIIHIYHMA MapLIpyT Mali€eHTa
3 ®KY, mo po3pobnenuii Ha ocHoBl YKIIM/I.

2. 3abe3neuynT MPOBENCHHS APYTOoro €ramy CKpUHIHTY 3 000B’S3KOBHM BH3HAUYEHHAM
piBHI0O BH4 KpOB1 y BCiX HOBOHapODKEHUX 3 TiBUIIICHUM piBHEM DA. (LoaaTok 5)

3. 3abe3neunTy MPOBEJCHHS BCIM TMaIli€eHTaM, SIKi BIEpIINE HaIpaBJIeHl 0 3aKiaiiB,
0 HaJalTh CIeliali30BaHy (BTOPUHHY) aMOyJlIaTOpHy MEAUYHY JOIOMOTY,
MOBHOTO 00CSTY JTa0OpaTOpHUX Ta 1HCTPYMEHTAJIBHUX JOCHIIKEHb, HEOOXITHUX
JUIS YTOYHEHHS JA1arHO3y, BU3HAYEHHS 3araJIbHOTO PU3UKY YCKIIAQTHEHb Ta CYIMyTHIX
3axBoproBanb ([JlomaTok 17). 3a HEMOKIMBOCTI BUKOHAHHS JOCIIDKEHb B 3aKJIaJax,
10 HAJAI0Th BTOPUHHY aMOYJIaTOPHY MEIUYHY JOMOMOTY, JIiKap MOBUHEH HAPAaBUTH
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namieHTa 10 3aKjdajiB, [0 HaJalTh BTOPUHHY CTAlIOHAPHY YU TPETUHHY
(BUCOKOCTICI1aI130BaHy) MEAUYHY JIOMIOMOTY.

4. Ilicns yTOYHEHHS MA1arHO3y MNPU3HAYUTH creuu@iyHe JiKyBaHHA A0 3-4 THXKHIB

KUTTSA JTUTHHU.

Crabini3yBaTu piBeHb META0OMITIB KPOB1 A0 6-8 THKHIB KUTTS TUTUHU.

6. 3a0e3neunTH HaAJaHHSA BCIM MallleHTaM KOHCYJbTaTUBHOTO BHCHOBKY JIKaps-
creriajicra Ta pPEeKOMEHJallld MO0 MOAAJIBIIOT0 BEACHHS JIIKApeM, IO HaJae
NEPBUHHY 200 BTOPUHHY MEJUYHY JOIOMOTY.

7. B pgoctynHiii gopmi HamaTu O6aThkaMm MAII€HTIB 1HGOPMAIIIIO MIOJ0 CTaHy 3/I0pOB’S
JTUTUHYU, TONAJBIIOT0 TMepediry 3axBOPIOBAaHHS Ta QITrOPUTMYy JIIKYBaJbHO-
JTIarHOCTUYHUX 3aXOMdiB, SKi OyIyTh MPOBOJUTHCH B 3aKiagax, M0 HAIAIOTh
creliani3oBaHy BTOPUHHY MEIUYHY JTOTIOMOTY.

8. 3abe3nedeHHs NPOBEAEHHS JUCHAHCEPHOIO HANIAAY JIIKapsMHU-CHELIalicTaMu 3a
NalleHTaMH, 10 3HAXOAATbCS Ha JAleToTepamii Ta/ad0 MEIMKAMEHTO3HIM Tepamii
(Jomatok 6). Ha nux wmae Oyru 3anoBHeHa Qopma “KonTtponbHa Kapra
nucriancepHoro Harmsgy” (dopma Ne 030/0). B 3anexxHoCTi Bifg BHUSBICHHUX
XpOHIYHUX YCKJIQJHEHb CIIOCTEPE)KCHHS BEIyTh. TEHETHK, HEBPOJIOT, Ieaiatp,
ncuxiatp, akymep-rinexosor (Barithi 3 ®KY), aietosor.

)}

Baxamui:

9. 3abe3neueHHs BeNIEHHS EJIEKTPOHHOI 0a3uW JaHUX Ta KOMII IOTEpHOT 0OpoOKH
iH(dOopMaIrii, 1110 MICTUTHCS B IEPBUHHIN MEAUYHIN TOKYMEHTAIII1.

10.Hanauus Bcim narientam 3 OKY indopmaiiiinux marepiaiaiB (ApyKOBaHUX, ayjlio,
BiZieo, [HTEpHET-TEXHOJIOT1H TOIIO) MIOAO 3aXBOPIOBAaHHS, WMOr0 YCKJIAJIHEHD,
TaKTUKH TTOBEIHKYU NP MOTIPIICHH] TTepediry XBopoou.

Pozaia 4. JlikyBanusa OKY
I1o/105KeHHSI MPOTOKOJLY

Mema nikyeanns nauienma 3 @KY —cBoedacHO pO3MOYATH JIIKyBaHHS, HaJaTH
aJIcKBaTHY MEANKO-TEHETUYHY JOMOMOIY XBOPUM Ta iX pOJUHaM. 3afe3neueHHs
MAKCUMAIbHO20 3HUNCEHHA PU3UKY po36umkKy yckaaoneno OKY 3a paxynox
O00CAZHEHHA ma NIOMPUMAHHA UYI1b08020 PIGHA GU3HAYEHUX NOKA3HUKIE ma
ehekmueHo20 iKy8anHa CyRYmHixX KAiHIYHUX CHAHIE.

Baosicnueo naoasamu nocnioogny ingopmauito w000 cmauny oumuHu dOamvkam
nauienma 3 OKY ma oopocaum nayienmam 3 ®KY i, npu neooxionocmi, ocooam, aki
002710a10mbv 3a NAUIEHmMamu.

OOrpyHTYBaHHA

IcHytOTh JOKa3M, IO CBOE€YacHE MpU3HAUeHHs Tepamii y mnamieHTiB 13 OKY
nomnepeykae  PO3BUTOK 3aXBOPIOBaHHS, PO3BUTOK YCKIAJHEHb 1 1HBAJIIIU3AIIIO
namieHTiB. Hamanus mnocnioBHOi iH(opmaiii Oarbkam marieHtiB 3 ®OKVY 1, npu
HEOOX1HOCTI, 0co0am, SKI JOTIANAI0Th 3a TMAalllEHTaMH, Ja€ MOXJIUBICTh 3POOHUTH
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YCBIAOMJIEHMI BHOIp Ta 3MEHIIUTH 3aHENOKOEHHS 1 3a0X04ye JOTPUMYBATUCS
pEKOMEHAIIIH 111010 JIIKYBaHHS, 1 TAM CAMHUM JIa€ 3MOT'Y TOKPAILyBaTH PE3YJIbTATH.

HeoOxiani aii gikapsi
O0oB'A3K0BI:

1. Po3pobutu iHauBiAyalbHUN TUIaH MeaAuyHOi jgomoMoru. Lled mman migisrae
neperysiay IopiyHo abo, B pa3l HEoOXigHOCTI, yactime. [lmaH KopeKTyeTbes
BIJIMOBIHO 70 OOCTAaBHH, a TaKOX 3 YpaxXyBaHHSIM HOBO BUSIBICHUX MEIUYHUX
MOKA3HUKIB.

2. Hapartum 6arbkam marieHTa, nopociomy mnaiienty 3 ®KVY indopmaiiro mpo cran #oro
3IOpOB’Sl, KOHTPOJIb 3aXBOPIOBAHHS, PEKOMEHJAIll MO0 JIIKYBaHHA Y JOCTYITHIN
dbopmi.

3. 3abesneunTtu OaThKIB MAIli€HTIB, Ta gopociux mnamieHTiB 3 OKVY inpopmamiitnum
aucToM «XapuoBuid cBiTinodop» (moparok 10), «IHGopmariitHuM JTUCTOM J71s1 OATHKIB
NalieHTiB Ta naieHTiB 3 OKYy.

4. BCTaHOBUTH Ta MOTOJUTH 3 OATbKaMU MAII€HTIB, Ta JOPOCIUMU MAIllEHTAMH IUIbOBI
3HaueHHs piBHIO DA ([omarok 7). [Ipu BcTaHOBIIEHHI LITLOBOrO 3HaUeHHsT DA Opatu
710 yBaru:

4.1 pu3uK PO3BUTKY HEBPOJOTIYHUX MOPYIICHb (3aTpUMKAa IICUXOMOTOPHOTO
PO3BUTKY 3 BHXOJOM Y PO3YMOBY BIJCTaNICTh, CYJAOMH, €IMi-€KBIBaJIEHTH,
MOPYIICHHS M'SI30BOTO TOHYCY M peduiekTopHOi cdepH, aHoMalli MOBEAIHKA Ta
1H.);

4.2 pU3MK PO3BUTKY YpPaXKEHHS IITYHKOBO-KUIITKOBOTO TPAKTY (OIFOBOTA, 3HIKCHHS
areTuTy, NOMipHE 301IbLICHHS TEYIHKN);

4.3 pU3UK PO3BUTKY YpaXeHHS MIKIPH (IepMATUTH, €K3e€Ma, TIMOMUTMEHTAITIs KIPH
Ta ii JepHUBaTiB);

4.4 pu3uK PO3BUTKY YpPaXE€HHsI HHUPOK (BTOpUHHA TyOysomarisa, O0OyMOBJIEHa
BHUBEJICHHAM TNATOJIOTIYHUX MPOIYKTIB METabodi3My, IO CYNPOBOJKYETHCS
cnenupIYHUM 3araxoM cedi);

4.5 BIK IAIlI€HTA;

4.6 1HTCHCUBHICTb JIIKyBaHHS;

4.7 pusuk 1 Hachiaku '®A npu BaritHocTi (JoaaTok 8, 9)

5. HampaBuTtu maifieHTa 10 yCTaHOB, IO HAJAIOTh BTOPUHHY CTAaIllOHAPHY MEIUYHY
JIOTIOMOTY:

5.1 mpu 3HAYHOMY 3MEHIIICHHI MacH Tijia Ha (POHI JIKyBaHHS;

5.2 mpu BusBIEHHI oO3HaK yckiaaHeHb ®OKVY 3 Meroro yTOUHEHHS [AiarHO3y Ta
KOPEKIIi1 JTIKyBaHHS;

5.3 npu nporpecyBaHHI XpoHIYHUX yckiaaaHeHb @KV Ta cynyTHIX 3aXBOPIOBaHb.

Baxani:

6. [lns GaThkiB marlieHTiB, y skux giarHoctoBaHo DKV, 3abe3neunty mMpoxXomKeHHS
NpUHAHMHI OJHOTO HABYAJIHHOTO IUKIY ILIOJO0 CTaHy JWTHHH Ta MOr0 KOHTPOIIIO,
MOxJIUBUX yckiagHeHb DKV, TakTHku MOBEAIHKM IMpU MOTIPLIEHHI Nepediry Ta
1HIIL.
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7. 3anmyyaru OaTbKiB nauieHTiB 3 PKYVY, ki MatoTh A0CB1 €EKTUBHOTO KOHTPOJIIO PIBHS
@A, 10 cupusiHHS y poOOTI MICIIEBO1 IPyNH CIEIIATICTIB 3 HaJaHHS CIeIiaai30BaHOi
JOTIOMOTH 1HIIMM TManieHTaM (y CHIBIOpaml 3 JOKaJIbHUMH, PET1OHATbHUMHU YU
HalllOHAJLHUMH acouiamisiMu pojauH 3 GKY).

8. HanmaBaru indopmariito 6aTbKkaM MNaII€HTIB Ta JOPOCIIHMM MAaIllEHTaMU MPO acouiarii
Ta TXH1 KOHTAKTHI JaHI.

9. B iHTepBanax MiX Bi3UTaMH MIATPUMYBATH Ta KOHTAKTYBaTH 3 OaTbKaMU IAaIliEHTa Ta
JOPOCIIMMH TIallIEHTaMHU 110 Tenedony.

4.1. HemeankameHTO3Hi MeToau JiKyBaHHsA PKY.
I1o/105KeHHSI MPOTOKOJLY

Ocnosnumu 3a60aHHAMU HEe MEOUKAMEHMO3HO20 NIIKyeanHusa nauicumie 3 OKY
€ KOpeKyia Xapuyeanns.

OO0rpyHTyBaHHS

IcHyIOTH JOKa3u TOTO, L0 HE MEAWKAMEHTO3HI METOAU JIIKYBaHHS CHpPUSIOTH
HopMaizailii piBHa DA, monepeKeHHI0O HE3BOPOTHUX YPaKeHb HEPBOBOI CHUCTEMHU U
IHIMUX BaXXKWX HACHIAKIB Tatojiorii. B 3B’sa3ky 3 1M, JIKyBaHHsS MOTpeOye TI0
KUTTEBOIO JNOTPUMAaHHS KOMOIHOBAaHOIO JIETMYHOIO XapuyyBaHHSA (aMIHOKHCIOTHUMH
CyMIlllaMH - CHELIaIbHUMHU NPOAYKTAMH JIIETUYHOTO XapyyBaHHsS) 1 HNPUPOAHUMHU
NpOIyKTaMH XapuyBaHHS 3 OOMEXeHHM BMicToM ¢eHutananiny. CHiBBIIHOIIECHHS
CKJIQZIOBUX AIETMYHOTO XapyyBaHHsS I[MOBUHHE BU3HAYATHUCS JIKAPEM-T€HETUKOM, KU
IPOBOAMTD JIUCIIAHCEPHE MOKUTTEBE CIIOCTEPEIKEHHA CIM'T B 3aJI€KHOCTI Bif] piBHS DA.

HeoOxiani aii gikapsi
Oo0oB's13K0BI:

OUiHUTH CTaH MCUXOMOTOPHOTO po3BUTKY maiieHTa 3 DKV (Jomatox 11)

Ouinntu piBHI DA (JoaaTok 7)

3. BusHauuTu KUTBKICTH CIIOKMBUYMX PEUOBUH B paiioHi xBoporo ®KY (Hdomarok 12,
13)

4. KonTpontoBaru IOTpUMaHHSA cXeMu nucnancepHoro Harsiay (Jdomarok 7, 17)

N —

Bbaxamni:

5. 3anydeHHsi 0aThKiB MAaIll€HTa W JOPOCIMX TMAIIEHTIB JO Y4YacTi B MporpaMmax
HeMenuKaMeHTo3Hoi1 kopekilii — Illkomu 3m0poB’s, mporpamMu TCHUXOJOTIYHOI Ta
¢13uuHOi peabiniTarii TOmIO.

6. HanpaBuTu mari€eHTa 13 HEBPOJOTIYHUMH, COMATHYHHMHU YCKIAJHEHHSAMH /IO
YCTAaHOB, IO HAJAIOTh BTOPUHHY MEAMYHY JOMOMOTY (JI0 TacTpOEHTEepoJiora,
HEBpOJIOTa, CTeliaiicTa 3 JIKyBaJbHOI (DI3KYJIBTYpHU TOIIIO).

4.2. MenuKaMeHTO3HI METOAH Ta 0COOJTHUBOCTI_ i€ TUYHOT0_JIiIKYBAHHS
atunoBux popm PKY.
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IHo/107keHHSI IPOTOKOJLY

Meouxkamenmo3ni ma Oiemuyni memoou JIKY6AHHA NPUSHAYEHI OJiA
00CAZHEeHHA  HaUKpawozo  koumponrw DA  ma  GUKIIOUEHHA  BANHCKUX
2ino/zinephennananunemiii.

OOrpyHTyBaHHH

3a0e3medeHHs] KOHTPOJIIO MUTLOBOTO piBHS DA B KpOBi 32 IOTIOMOTOI0 JOTPUMAaHHS
nieToreparnii gocsraeTbes auine npu kimacuuHid dopmi OKY, 'DA. MenukameHTO3HI
METOJM JIIKyBaHHS Ha JIOAATOK JO0 HE MEIUKaMEHTO3HUX JOINOMAararoTh JAOCATTH
mipboBoro piBHs DA B kpoBi mnpu arunoBux Qopmax @KYVY. [Ipusznayenss
MEINKAMEHTO3HOI Tepartii Jij1st KoHTpoiro DA 3armobdirae po3BUTKY YCKIATHEHb.

Ocoonueocmi nikyeannusa amunogux popu OPKY

[Topymiennst HemoctatHocTi BH4 BUKIHMKAIOTBCS MyTarli€ro Oyab-sKOTO 3 IILJIOTO
psany (GepMeHTIB 1 TOMY € JOCHTh T'€TEpOT€HHHMH IO CBOIM KJIIHIYHINA KapTuHI 1 3a
KJIIIHIYHUM TiepebiroM xBopoOu. 30Kpema, maiieHTu 3 HepocTaTHicTio BH4 € He Tinmbku
cxuiabHUMH 0 ['DA (TromoBHMM YMHOM BCl HEJOCTATHOCTI, 32 BUHSATKOM JOMIHAHTHO
ycnankoBanux HegoctatHocted GTPCH 1 peuecuBHo ycnaakoBanux aedektiB SR), a i
XapaKTepU3ylThCsl MHOKUHHUMH pO3JIaJlaMd  TPAHCMITTEPHOI (YHKIIi, L0 cepen
IHIIMX HECHPUSTIMBUX pE3YJIbTaTiB MPU3BOJUTH 1O HEBPOJOTIYHUX Ta MCUXIYHUX
pO37ajiB, 70 MOPYIICHHS aBTOHOMHOTO PETYJIIOBAHHS 1 O €HJI0TEeNanbHOT TUCHYHKIIII.
®dakTU4HO, KIIHIYHA KapTUHA HenoctatHOocTi BH4 B OCHOBHOMY BUKIIMKA€THCS
edeKTaMu BUCHAXKEHHSI HEHPOTPAHCMITTEPIB.

Takum yrHOM, TepaneBTUUHUN MiX1] 10 JiKyBaHHS HenoctatHocTi BH4 3anexutsb
BIJl BUJly MYyTallii, a TAKOXK B1Jl CTyNeHs BUCHaXXeHHs HerpoTpaHcmitTepiB B [IHC.

B Oinpiiocti BumnaakiB JiKyBaHHS pizHuX (opm HemoctatHocTi BH, mpoBomuThes
3a IOTIOMOTOI0 HEeWpoTpaHCcMITTepHUX nornepeanukiB (L-3-4-rigpokcipeninananiny 1 5-
riapokcitpintodany), M03yBaHHS MiAOMPAETHCSA THAMBITYATEHO B 3aJIEKHOCTI BiJl BIKY
namienTa (Jloxarok 14).

HeoOxigni aii gikapst
O0oB'sA3K0BI:

1. Tlpu HenoCATHEHHS 1HAMBIAYalbHOTrO MiTbOBOTO piBHA DA 3a 10MOMOTOIO
HEMEJIMKAaMCHTO3HUX  METOJMIB  marieHty 3 artunoBoro DKV  mposectn
dbapmakorepanito. [lpoBogutu omiHKy edekruBHocTi (dapmakoreparii. [lpu
HEJIOCSATHEHHI1 I1J1b0BOr0 piBHSA DA yNEeBHUTHCH, IO TAIIEHT BUKOHYE PEKOMEHIAI
10/I0 MPUMOMY TIPU3HAYCHHX JIKIB.

2. Tlpy HeepeKkTUBHOCTI HAJAHOT MEIUKAMEHTO3HOi Teparii TpU BUKOHAHHI BCIX
pEKOMEHAIlii HampaBUTH TAaIli€eHTa J0 YCTAaHOBH, IO HAJA€ TPETUHHY MEAUYHY
JIOTIOMOT'Y.
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4.3 AJIrOpuT™M JiarHOCTUKH aTUNOBOI popmu PKY

Atunosi ¢popmu OKY MOXIMBO BUSBUTH NPU MPOBEIECHHI MAaCOBOTO CKPUHIHTY,
TOMY IO BHCOKI KOHIEeHTpauii DA cromydaroThCsi 3 MiJIBUILEHHSIM HEONTEPUHY Ta
Oionrepuny B OlosoriuHux piguHax. [Ipu nedimuti OlonTepHUHCHUHTETa3W MOKIMBO
BUSIBUTH 3HAYHE IIJBUIIEHHS PIBHA HEONTEPUHY, IO CYIPOBODKYETHCS 3HIKCHHSIM
piBHs OionTepuHy (30LIBIICHHS CHIBBIIHOIICHHS HEONTEPUH/OIONTEpUH; Yy HITeH 3
nedIIUTOM PEeIyKTa3! CITIBBITHOIICHHS HEONITEPUH/O10MTEPUH HU3BKE).

s BusBnenns aedinury BHs HeoOxinHo oOcTexyBaru:
. BCIX HOBOHApOKeHUX 3 piBHEM DA KpoB1 BulEe HIX 240 MKkMoIb/11 (4 Mr/%);
. CTapIIMX AITEH 3 HEBPOJOTTYHUMHU MOPYLIEHHSIMU 1 O3HAKAMH.
PekoMeHTy10ThCsl HACTYITHI JOCTIIKEHHS
. AHani3 nTepuHiB KpOBi Ta ceul
. BumiproBanns aktuBHocTi DHPR B cyxux miusiMax kpoBi
3. Tectr wnaBantaxkenHss 3 BHi. HaBantaxyBaibnuii BHs Tect € agomarkoBum
JIarHOCTUYHUM 1HCTPYMEHTOM IS IIBUAKOI JU(PEPEHINIMHOI JIarHOCTUKH MK
kiacuyHoro DKV (He pearyrouoi Ha JiKyBaHHsI) 1 BapiaHTamu HejoctatHocTi BH4.
(Hdomarok 15)

[lepuri aBa MOCHIIKEHHS AO3BOJISIOTH MPOBOAUTH MUMEPEHIIAHUN J1arHO03 MK

Bcima aedexramu BHa.

N —

N —

Po3aia S. /IlucnancepHe cnocrepe:KeHHs

5.1. MOHITOPHHTI MOKA3HUKIB JiarHOCTUYHMX NMPOLEAYP Ta KOHTPOJIb BiIBiTyBaHHS
JiKapiB.

IHo/10:keHHS IPOTOKOIY

IIposooumupca MOHIMOPUHZ NOKA3HUKIE OIAZHOCMUYHUX NPOUEOYyP ma KOHMPOb
sioeioyeanns nikapis. Ilpoeedennn monimopunzy nayicumis nompeoye 3aoe3neueHHs
HacmynHocmi 8e0eHHs NAUIEHMA NIKAPAM, W0 HAOAIOMb NEPEUHHY MA GMOPUHHY
MeOUUHy 00nOMOo2y.

OO0rpyHTyBaHHS

MOHITOPHHT MOKAa3HUKIB JIarHOCTUYHHX MPOIIEAYP BIABIYBAHHS JIKapiB JO3BOJISE
OIIIHUTH aJIeKBATHICTh Teparii Ta MPH HEOOXIAHOCTI ii KOpUTYBATH, CIPUSE PAHHHOMY
BUSIBIICHHIO YCKJIQJHCHb.

HeoOxigni aii gikapst
O00B’S13KOBI:

1. TIpoBOAUTH MOHITOPUHI TOKa3HUKIB OOOB’S3KOBUX J1arHOCTUYHUX MPOUEIYP
(Mdomatoxk 17).

2. KoHTposroBaTu 4acTOTYy BiJBIlyBaHHS I'€HETHKa, HEBPOJIOTra, Ta 1HIIUX CHEI1aiCTIB
3aJIeXkHO BiJ BiKy nanieHTiB Ta popmu OKY (Hdomarok 7,17.)

3. 3abe3neunTH MPOBEICHHSI MOHITOPUHTY O10XIMIYHUX IMOKa3HUKIB Ta piBHS DA.
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baxamni:

1. [nenTudikaiis reHiB METOAOM TMOJIMEPA3HO1 JIAHITFOTOBOI peaKIrii
2. Pertrenorpadist KUCT1 pyku

3. Pentrenorpadist BEIMKOI TOMIJTKOBOI 1 MaJI0i TOM1JIKOBOT KICTOK
4. MarHiTHO-pe30HaHCHa TOMOTrpadisi TOJIOBHOTO MO3KY

5. JlochimKeHHS PiBHA 3arajbHOTO TIOOYIiHY B KPOBI

6. BuzHaueHHs anp0ymiH/Tn00y1iHOBOTO CIIBBITHOLICHHS B KPOBI

Po3nin 6. IngukaTopu siKoCTi.

6.1. Haspa ingukaropa

Hasgnicmo y nikapsa ceHemuKka 10KaibHO20 NPONOKONY 8€0eHHA RAUicHma 3
DKY.

6.1.1. 3B‘s130k iHAMKaATOpaA i3 3aTBepPAKEHMMH HACTAHOBAMH, CTAHAAPTAMH Ta
NMPOTOKOJIAMHU METUYHOI I0TIOMOT U
[HauKaTop rpyHTYEThCA HA IMOJOKEHHSIX YHI()IKOBAHOTO KIIHIYHOTO MPOTOKOIY
MEIUYHOI JOTIOMOTH: ,,DEHITKETOHYpis .
6.1.2. Opramnizauis (3aKJ/jiax 0OXOPOHHU 310POB‘si), AKA MA€ 00YHMCIIOBATH iIHIUKATOP
CTpyKTypHI TiIpO3IiAM 3 THUTaHb OXOPOHU 3JIOPOB'S MICIEBUX JICPKABHHUX
aaMIiHICTpaIlii
6.1.3. Opranizanis (3akjiaj OXOPOHH 310POB‘s), iIKa HAJAA€ HeOOXiAHI BUXIAHI 1aHi
JlaH1 HamAIOTHCS JIIKAPSIMU MEIMKO-TCHETHYHHUX KaOlHETIB, MEIUKO-TCHETHIHUX
KOHCYJbTAIlli,  MEAUKO-TEHETMYHHX  IIEHTPIB,  pPO3TAllOBAHUMH B  paiioHI
00CIyTrOByBaHHS, IO CTPYKTYPHOTO IIAPO3ALTY 3 MUTaHb OXOPOHM 370POB'ST MICIIEBHUX
Jep >KaBHUX aJIMIHICTpaIliil.
6.1.4. XapakTepucTHKHM 3HAMEHHUKA iHAMKATOpPa
A) [owcepeno (nepsunnuti 00KymeHm,)
3BIT CTPYKTYPHOIO MIJPO3JLUTY 3 MUTaHb OXOPOHU 3/I0POB'SI MICLIEBUX JIEPKABHUX
agMIHICTpaliid, SKUH MICTUTH 1H(OpPMALII0 MOpPO KUIBKICTh JIIKApIB T'€HETHUKIB,
3apeeCcTPOBAHUX B pailoH1 0OCTyrOBYBaHHS.
b) Onuc 3namennuxa
3HaMEHHUK 1HJIUKATOpa CKJaJa€ 3arajbHa KUIBKICTh JIIKapiB-TEHETHUKIB,
3apeecTpOBaHUX B pallOHI 0OCITYyTOBYBaHHS.
6.1.5 XapaxkTepucTHKHN YHCEJbHUKA iHIUKATOpPA
A) Morcepeno (nepsunnuti 0oKymenm,)
JIIIMJI, HamaHuii JikapeM TeHETHKOM MEIMKO-TeHETHYHHX KaOiHeTiB, MEIHUKO-
FCHETUYHUX IICHTPIB

b) Onuc uucennyurxa
“— Hi Tak |[——»

YucenpHUK 1HAUMKATOpa CKJIAJa€ 3arajbHa KUJIbKICTh JIIKapiB F€HETUKIB (MEIUKO-
F€HEeTUYHUX KaOIHETIB, MEIUKO-TeHETUYHUX IEHTPIB), 3apEECTPOBAHUX B pailOHI
00CIIlyroByBaHHs, JUIsl SIKMX 33JOKyYMEHTOBaHMM (haKT HaAsABHOCTI JIOKaJIbHOIO
MPOTOKONTY MeINYHOT Joromoru naiientam 3 ®KY (waganuii exzemmsip JIIIM/I).
6.1.6. Auiroputm 004YHMCIEHHS iHAUKATOPA
A) Tun niopaxyHxy
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Pyune obuucnenus
b) Jlemanvnuii onuc anecopummy

[naukarop OOYMCHIOETHCS CTPYKTYPHUMH MIAPO3AUIAMU 3 MUTAHb OXOPOHH
3I0POB'St MICLIEBUX JEP’KaBHHUX aMIHICTpaIllid. Micias HaAXO/KEHHS 1HdopMaIlii Bij
BCIX JIIKApiB TEHETHKIB, 3apEECTPOBAHUX B pailoHI OOCTyroByBaHHS. 3Ha4Y€HHS
IHIMKaTOpa OOYHUCIIOEThCS K BIJHOLIGHHS YMCEJIbHUMKA JIO 3HAMEHHHKa Ta
HABOJUTHCS Y BIJICOTKAX.
6.1.7. 3ayBaskeHHs 11010 iHTepnpeTaNil Ta aHAJI3Y IHAUKATOpA

Jlanuii 1HAMKATOp XapaKTepu3ye OpraHi3allliiHUN acMeKT 3ampOBaJKEHHS
CydacHUX MeauKo-TexHoJoriuaux gokymentiB (JITIMJl) y 3aknagax, mo HamaroTh
CHeliagi3oBaHy MEAMYHY JOMOMOTY B perioHi. SKicTb MEIUYHOI JOMOMOTH
namieHTaM, BiAMOBIAHICT, HAJaHHA MeAWYHOI jgomomoru Bumoram JITIMJI,
BianoBiAHICTh JIIIMJ] yunaum YKIIMJ] nanuM 1HAMKATOpPOM BHCBITIIOBATHUCS HE
MOKe, aje JJis aHaji3y IUX acleKkTiB HeoOxigHe 000B ga3koBe 3anpoBakeHHs JITIM/]
B 3aKJIaJIaX OXOPOHH 3JI0POB ‘1l.
Bba:xxanuil piBeHb 3HAYCHHS iHAMKATOpA:
2014 pix — 50%
2015 pik — 90%
2016 pik Ta nmopanpimui nepiox — 100%.

6.2 Ha3Ba ingukaropa
Biocomok nauyienmie, 0na AKux ompumano iHgopmayiro npo meOuuHul
CMAaH nPOMA2OM 36iMHO20 NEPiooy.

6.2.1 3B‘s130K iHAMKATOPA i3 3aTBepPA’KEeHHUMH HACTAHOBAMM, CTAHJAAPTAMM Ta
NMPOTOKOJAMH MeINYHOI 10IIOMOT'!
[HauKaTop rpyHTYETHCA HA TMOJOKEHHSIX YHI()IKOBAHOTO KIIHIYHOTO MPOTOKOIY
MeauaHol mormoMoru: Benenns namieaTis 3 PKV.
6.2.2. Opranizaunis (3aKj1aJ1 0XOPOHH 310POB‘fl), IKA MA€ 00YNCIIOBATH IHAUKATOP
Jlikap TEHETHK MEAMKO-TEHCTHYHOTO KaOIHEeTy, MEIMKO-TEHETHUYHOTO IICHTPA,
MEIUKO-TeHETUYHOI KOHCYJIbTallll, CTPYKTYPHI HIAPO3AUIH 3 MUTaHb OXOPOHU 3/I0POB's
MICIIEBUX JEPKABHUX aJMIHICTpAIliif.
6.2.3. Opranxizauis (3akjaJa 0XOPOHHU 310POB‘sl), IKa HAAA€ HeOOXiAHI BUXIAHI 1aHI
JlaHi mpo KUIBKICTh TMAIll€HTIB, $KI CKJIAQJalOTh YHCEIBHUK Ta 3HAMEHHUK
IHIMKaTopa, HAJalThCs JIKapsIMU TEeHETUKaMu (MEAUKO-TEHETMYHOro KaOiHeTy,
MEJUKO-TeHETUYHOI KOHCYNbTAIlli, MEIUKO-T€HETUYHOTO IIEHTPY), PO3TAIIOBAHUMHU B
palioHi 0OCITyTrOBYBaHHsI, A0 CTPYKTYPHOIO MiAPO3JAUTY 3 NMUTaHb OXOPOHU 3J0POB'S
MICIIEBUX JCPKaBHUX aIMIHICTpAIlii.
6.2.4. XapakTepucTUKHN 3HAMEHHHUKA iHAMKATOPA
A) icepeno (nepsunnuti 0oKymenm)
Mennuna kaprta amOymatopHoro xBoporo (dopma 025/0). KonTponbHa kapra
nucrancepHoro Harmny (dbopma 030/0).
b) Onuc 3namennuxa
3HaMEHHUK 1HJIMKATOpa CKJaJae 3arajbHa KUIbKICTh maiieHTiB Ha DKV, sxki
nepeOyBarOTh Mij AUCIIAHCEPHUM HAIJISIZIOM Y JIiKaps reHeTHKa (MeIUKO-T€HETUYHOTO
KaO1HETY, MEIMKO-TeHETUYHOI KOHCYJIbTaIlli, MEAUKO-TEHETUYHOTO LIEHTPY).

18



6.2.5. XapakTepuCTHKHN YUCEJbHUKA iHAUKATOpPA
A) Mowcepeno (nepsunnuti 0oKymeHm,)

Menuuna kapta amOynaropHoro xsoporo (popma 025/0), Bknaguuit auctok Ne2
"[LlopiuHnii enikpu3 Ha TUCIAaHCEPHOTO XBOPOro")

KonTtponsHa kapra aucnancepHoro Harsiay (dpopma 030/0) (myHkT "7.KoHTpOJIB
BiIB1TyBaHb")
b) Onuc uucenvnuxa

YucenpHUK 1HAUMKATOpPA CKJIAJA€ 3araibHy KUIBKICTh MAIlIEHTIB JIKaps T'eHETHKa
MEJIMKO-TCHETUYHOTO0  KaOiHeTy, MEIWKO-TEHeTHYHOI  KOHCYJIbTaIlii, = MEIHUKO-
T€HETUYHOTO LIEHTPY, nanieHTiB 3 OKY, nis sskux HasiBHI 3aUCU TTPO MEAUYHHI OTJISI
POTSTOM 3BITHOTO TIEPI0y Ta HaBeAeHA iH(opMallis Mpo MEIUYHUN CTaH MAIli€HTa 13
3a3HAYEHHSM JeTajel MEIUIHOTO OTJISITY.
6.2.6. AuiropuT™M 004YMCJICHHA IHAUKATOPA
A) Tun niopaxyuxy

Pyune obuucnenss

[Ipu HasBHOCTI aBTOMaTu30BaHOi TexHoJoTii 303, B sKiii 00poOIAIOTHCA
dbopmanizoBaHi JaHl 00 MEIUYHOI JIOMIOMOTH B 00Cs31, 0 BiAnoBigae MeandHiii
KapTi amOynaropHoro xpoporo (dhopma 025/0) a6o KoHTposibHIM KapTi AUCTTAHCEPHOTO
Harsay (¢popma 030/0) — aBTromaTn3oBaHa 0OpoOKa.
b) Jlemanvuuii onuc ancopummy

[naukaTop OOYMCTIOETHCS JIIKAPEM TEHETHKOM MEIUKO-TEHETHYHOTO KaOlHETY,
MEIUKO-TeHETUIHOTO LIEHTPY, MEIMKO-TEHETUYHOI KOHCYJIbTAIll] IUISIXOM PYyYHOTO a00
aBTOMATH30BaHOTO aHamizy iHdopmamii MeauyHux KapT amOyJIaTOpPHOTO XBOPOTO
(dpopma 025/0) ab6o KonTponpHUX KapT Aucnanceproro Harmsiay (dpopma 030/0).

Inaukarop OOYMCHIOETHCS CTPYKTYPHUMH MIAPO3AUIAMU 3 MUTAHb OXOPOHH
3JI0pOB'S. MICIIEBHX JEp>KaBHUX aJMIHICTpaALlil MIiCas HAAXOMKEHHS B1J BCiX JIIKapiB
TEHETUKIB MEIUKO-TEHETUYHOTO KaO1HEeTY, MEAMKO-TeHETUYHOI KOHCYJIbTAIlll, MEIUKO-
T€HETUYHOTO LEHTPY), 3aPEECTPOBAHUX B PErioH1 00CIyroByBaHHs, 1HPOpMAIIil 11010
3arajbHOI KUTBKOCT1 MAIIEHTIB JIiKaps TeHeTHKa, naiieHTiB 3 @KV, a Takox TUX 3 HUX,
JUIs IKUX HaBeJeHa 1HdopMallis mpo MEIWYHUN CTaH MaIll€HTa MPOTATOM 3BITHOTO
nepiomy.

3HayeHHS 1HAWKATOpa OOYHMCIIOETHCS K  BIJHOIICHHS YHUCEIbHHKA 10
3HAMEHHHUKA Ta HAaBOJUTHCS Y B1JICOTKAX.
6.2.7. 3ayBaskeHHsI 110/10 iHTepHpeTaNii Ta aHATI3 y iHAMKaTOPAa

[Ipu anami3l iHAWKATOpa CIIiJI BPaXOBYBaTH HEMPUITYCTUMICTh (HOPMAIBLHOTO Ta
HEOOTPYHTOBAHOTO BiIHECEHHSI IO YHMCEIbHUKA 1HIUKATOpA THX TAI[IEHTIB, JJIS SKUAX
HE TPOBOJWIOCS MEAUYHOTO OIJISAAy JIKapeM Te€HETHUKOM MEIUKO-TeHETHYHOTO
KaOiHETYy, MEIMKO-TEHETUYHOI KOHCYNbTAIli, MEIMKO-TEHCTHYHOTO IICHTPY MPOTATOM
3BITHOro mepiogy. B  mnepBUHHIA MeAMuYHId  JOKyMeHTauli MawTb OyTH
3aJJOKyMEHTOBaH1 (paKTH MEIUYHOTO OINISIAY TMallieHTa, BUKOHAHHS OOOB'S3KOBUX
JMIarHOCTUYHHUX MPOUEAYp, BHU3HAUYEHUX B YHI(IKOBAHOMY TMPOTOKOII, a TaKOXK
HasIBHICTb a00 BIJICYTHICTh YCKJIQIHEHb 3aXBOPIOBAHHS.

[TamieHTH, 118 AKX 3aMUCU 000B‘I3KOBUX J1arHOCTUYHUX MPOILEAYP B MEAUUHIN
JOKYMEHTAII1i BiJICYyTHI, HE BKJIIOYAOTHCS IO YMCEJIbHUKA 1HIMKATOPA.
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[{inboBuil (Oa)kaHWil) pPIBEHb 3HAYECHHS I1HAMKATOpA Ha €Talll 3arnpOBaJKEHHS
VYKIIM/] He Bu3HauaeTbCcsl 3apagu 3amno0iraHHS BUKPUBICHHIO peajlbHOI CUTyallli
BHACJI1JIOK aAMIHICTPATUBHOTO TUCKY.

6.3. Ha3spa ingukaropa
Biocomox nauieumie, aki o0yau 2ocnimanizoeani 00 cmauioHapy 3 npueooy
yeknaonenv @KY npomsazom 36imnozo nepiooy.

6.3.1. 3B‘s130K iHAUKATOPA i3 3aTBepPAKEHUMH HACTAHOBAMM, CTAHJAAPTAMM Ta
MPOTOKOJIAMHU METUIHOI T0TIOMOTH

[HauKaTop rpyHTYETHCA HA TMOJOKEHHSIX YHI()IKOBAHOTO KIIHIYHOTO MPOTOKONY
MeanyHoi nornomoru: Benennsa namienris 3 PKY.

6.3.2. Opranizanis (3akjaja OXOPOHHU 310POB‘s), IKa MA€ 00YUCTIOBATH IHANKATOP

JlikapiB T€HETUKIB MEIUKO-T€HETUYHOTO KabiHETYy, MEIMKO-TEHETUYHOTO LIEHTPY.
CTpyKTYypHMH TAPO3AUT 3 TIIHTaHb OXOPOHU 3J0pPOB'S MICHEBUX JEpPKABHUX
aaMIiHICTpAIliH.

6.3.3. Opranizanis (3akjiaja 0OXOpOHHU 310POB‘s), sika HAAA€ HeoOXiaAHI BUXiAHI 1aHi

Jlaui mpo kuTbKicTh mamieHTiB 3 DKV, ki CkIagaTh YMCETLHUK Ta 3HAMCHHUK
1HIMKATOpa, HAAIOThCS JIIKAPEM F€HETUKOM MEIUKO-TEHETUYHOTO KaOlHeTY, MEIUKO-
TEHETUYHO1 KOHCYJIBTAIlll, MEIUKO-TEHETUYHOTO IICHTPY pO3TAllOBAaHUMH B PaioOHi
00CIIyroByBaHHS, O CTPYKTYPHOTO MIAPO3ALTY 3 TUTaHb OXOPOHM 370POB'S MICIIEBUX
JepKABHUX aJIMIHICTpaIliil.

6.3.4. XapakTepucTHKHN 3HAMEHHHMKA iHAMKATOpA
A) Ilocepeno (nepsunnuti 0oKymeHm,).

Menuuna kapta amOynaTtopHoro xBoporo (¢popma 025/0). KonTponpHa kaprta
nucriancepHoro Harsiny (dbopma 030/0).

b) Onuc 3namennuxa

3HaMEHHHUK 1HJIMKATOpa CKJIaJa€ 3arajbHa KuUTbKiCTh mamieHTiB 3 DKV, sxi
nepeOyBany Ha OOJIIKY Y JiKaps T'€HETHKa MEIUKO-TEHETUYHOro KabiHEeTy, MEIHMKO-
TEHETUYHO1 KOHCYJIBTaIlll, METUKO-TeHETUIHOTO IIEHTPY Ha MOYATKY 3BITHOTO MEPiOy.
6.3.5. XapakTepuCTHKH YUCEJbHUKA iHAUKATOPA
A) [owcepeno (nepsunnuti 00KymeHm,)

Menuuna kapta amOynatopHoro xBoporo (¢popma 025/0). KonTposnbHa kaprta
nucrnancepHoro Harmsiay (popma 030/0). Bunucka 13 MeAMYHOI KapTH CTalllOHAPHOTO
xBoporo (popma 027/0).

b) Onuc uucenvnuxa

UucenbHUK 1HIWKATOpa CKJajae 3arajbHa KUIbKICTh mamieHTiB Ha DKV, ski
nepedyBain Ha OOMIKY y JIIKapsi T€HETHKAa MEJIMKO-TEHETUYHOTro KaOlHETY, MEIHKO-
T€HETUYHO1 KOHCYJbTAIlll, MEJMKO-TEHETUYHOTO LIEHTPY IS SIKUX HasiBHI 3aIIUCH TIPO
JIKYBaHHS MPOTSATOM 3BITHOTO TIEPIOY y CTaIliOHapi 3 MpuBoAY yckinaaHeHbs OKVY.
6.3.6. AuiropuT™M 004K CJICHHA iIHAUKATOpPA
A) Tun niopaxyHxy

Pyuyne oOuncneHHs.

[Ipu HasBHOCTI aBTOMaTu30BaHOi TexHoJorii 303, B sKiii 00poOIAIOTHCA
dbopmanizoBaHi JaHl 00 MEIUYHOI IOMOMOTM B 00Cs31, MO BiAnoBigae MeanuHiii
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KapTi amOymnatopHoro xsoporo (popma 025/0) a6o KoHTposnbHI# KapTi AUCHAHCEPHOTO
Harsiny (popma 030/0) — aBTOMaTU30BaHa 0OpoOKa.
b) Jlemanvnuii onuc ancopummy

[naukarop OOUYMCIIOETHCS JIIKAPEM T€HETMKOM MEJIMKO-T€HETUYHOTO KaOlHETy,
MEJIMKO-TCHETUIHOT KOHCYJIbTallil, MEIUKO-TCHETUIHOTO LIEHTPY IUITXOM PYYHOTO a0o
ABTOMATHU30BAaHOTO aHaiizy i1Hdopmalii MenuuHux KapT aMOyIaTOpHOTO XBOPOTO
(bopma 025/0) a6o KonTponsHuX KapT aucrnancepHoro Harsay (dpopma 030/0).

[naukarop OOYMCHIOETHCS CTPYKTYPHUMH TMIAPO3ATIaMU 3 MUTaHb OXOPOHH
3I0POB'ST MICIIEBUX ACPKaBHUX aAMIHICTpAIlid ITiCIs HAJIXOMKCHHS BiJl BCIX JIIKapiB
T€HETHKOB MEJUKO-T€HETHIHOTO KaOlHETY, MEIMKO-TeHETUYHOI KOHCYNbTAIlli, MEIHKO-
TEHETUYHOTO IEHTPY 3apEECTPOBAHMX B PErioHI 0OCIyroByBaHHS, 1H(OpMAIIii MI0I0
3arajJpHOl KITBKOCTI TMAll€HTIB JiKapsg TE€HETHKa MEIUKO-TEHETUYHOro KabiHeTy,
MEJIMKO-TEHETUYHOI KOHCYJbTallll, MEUKO-T€HETUYHOTO IeHTpYy mnaiieHTiB 3 OKVY, a
TaKOX THX 3 HUX, JUIS SIKMX HaBeaeHa iH(opmalis npo JIKyBaHHA Mali€HTa IPOTAroM
3BITHOIO TEpioJly B CTalllOHapl 3 TMPUBOJAY HACTYNHUX MATOJOTIYHUX CTaHIB:
HEBPOJIOTIYHUX TMOPYIICHb (3aTpUMKa TICHXOMOTOPHOTO PO3BHUTKY 3 BHXOIOM Y
PO3yMOBY BIJICTATICTh, CYJIOMH, E€Ii-€KBIBaJCHTH, IMOPYIICHHS M'S30BOTO TOHYCY W
peduekTopHoi chepu, aHOMaNIT MOBEAIHKA Ta 1H.), YPaXEHHS IUTYHKOBO-KHIIIKOBOTO
TpakTy (OIr0BOTA, 3HIKCHHS alleTUTY, IIOMIpHE 30UIbIICHHS MEYiHKH), YPOKCHHS IIKIPU
(mepmarutd, €K3ema), YpaxeHHS HUPOK (BTOpMHHA TyOysomaris, 0oO0yMOBJIEeHa
BUBEJICHHAM  TATOJOTIYHUX  MPOAYKTIB  METaloyi3My, IO  CYHIpPOBOKYETHCS
crienu$IYHAM 3aIaxoM cedi).

3HayeHHS 1HAWKaTOpa OOYHCIIOETHCS SK  BIJHOIICHHS YHCCEIBHHKA JI0
3HAMCHHHMKA Ta HABOJAUTHCS Y B1JICOTKAX.
6.3.7. 3ayBaskeHHs 11010 iHTepnpeTanil Ta aHAJI3Y IHAUKATOpPA

Indopmanis mpo peKoMeHJallo JIIKapsi FTeHETHKAa MEIUKO-TeHETUYHOTO0 KaO1HETY,
MEIMKO-TEHETUYHOI KOHCYJbTAllll, MEIUKO-TeHETUYHOTO IIEHTPY 00 HEOOX1THOCTI
HAIpaBJICHHS TAIliEHTa [0 CTallioHApY € HEJOCTAaTHHOIO ISl BKIIFOUEHHS TaKOro
naifieHTa J0 4YucesibHUKa 1HAuKaTopa. Mae OyTu oTpuMaHe MiATBEPHKEHHS (PakTy, 1110
Nali€eHT JIMCHO MOTpamuB JO CTalllOHapy Ta MPOMIIOB TaM JiKyBaHHs. [[xepenom
Takoi 1H¢opmalii Mae Oyt Bumucka 13 MeAMYHOI KapTH CTaIllOHAPHOTO XBOPOTO
(popma 027/0) abo BIAMOBIAHI 3aMMCH B TMEPBUHHIA MEIWYHIN JOKyMEHTAIi.
inpoBuii (GakaHuil) piBeHb 3HAYEHHS 1HIMWKATOpa Ha eTarli 3anpoBakeHHs Y KIIM/]
HE BHU3HAYAETHCSA 3apajyl 3amoOiraHHS BUKPUBICHHIO pEajbHOI CHUTYyallii BHACIIIOK
aMIHICTPATUBHOTO THCKY.

Po3aia 7. PecypcHe 3a0e3ne4eHHsI BUKOHAHHS IIPOTOKOJLY

7.1. Bumoru AJf YCTaHOB, SIKi HaJalTh MACOBHUiIl (MepBICHMH) CKPHHIHT
HOBOHAPOIKEHHUX.

7.1.1. Kaaposi pecypcu
Jlikap - HeoHaTOJIOT, cTapilla CecTpa BIIAIJICHHS HOBOHAPOHKEHUX YU CTapiia
aKyliepka, 1abopaHT, MEIMYHa CECTpa 3arajibHOI MPAKTUKH.
7.1.2. MarepiajibHO-TeXHIYHe 3a0e31eYeHH
HasiBHICTh TTOBHOI cHCTEeMH, 110 TapaHTYy€e MpaBUIIbHUM 301p 3pa3KiB Marepiaiy Bij
HOBOHapokeHUX. [ToBUHHA MaTH: cTepuiIbHUMN ckapu@ikaTtop, aHTUCENITUYHUN PO3YMH,
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CTEpUJIbHY Mapiio, TyMOBlI PyKaBUYKW OJaHKH CIEHIAIbBHOTO XpoMaTtorpadiuHoro
nanepy.

7.2. Bumoru mJjsi yCTaHOB, SIKi HAJAAKOTh CHEHia/Ji30BaHy BTOPUHHY MeIMYHY
AOMOMOTY

7.2.1. Kagposgi pecypcu

Jlikap-reHeTuK, Skuii Mae cepTUQikat, MPOMUILIOB MICIAAUILIIOMHY IMIATOTOBKY Ha 3-

MICSIMHOMY IMKJI1 Ccrielfiaii3aliii; Jikap-1adopaHT; 1abopaHT; MEAUYHA CEeCTpa 3arajibHOi
MIPAKTHKH.

7.2.2. MarTepiajibHO-TeXHiYHe 3a0e3MeYeHHs

O00B’A3K0BO:

l.

2.

HasBHICTh JTOKaTBHOTO MPOTOKOMY MEIMYHOI JOMOMOTH Ta KIIIHIYHOTO MapuIpyTy
narienra 3 OKY.

HasBHicTh KiiHIYHOT 010XiMigHOT Jaboparopii Ta YHiI(pIKOBAHMX METOIUK IS
MPOBEJACHHA  JOCHIKeHb.  MOXIHUBICT  TpOBEACHHA  (YHKIIIOHATBHUX,
IHCTpYMEHTAJIBHUX JIOCIIIPKeHb B IOBHOMY 00CS31.

Bbaxano:

3.

HasiBHICTH MOXIIMBOCTI TIPOBEACHHS JOCTIKEHb PIBHS BUIBHUX aMIHOKHCIOT Y
kpoBi, ceul (BEXKX, TCX, TMC).

HasiBHICTH MOXKITMBOCTI MTPOBEICHHS Y 3- TOCIIIKEHb.

HasBHICTh KOMIT'TOTEpHOI CHCTeMHU AJIsi CTBOpEeHHs 0a3u manux (marientiB 3 OKY),
MPOBEJICHHS MMOCTIHHOIO MOHITOPUHTY MaLI€HTIB 3 ycKiIagHeHHaMu OKY.
MoxnuBicTe HananHs yciM mnanieHtam 3 @OKVY iHopmauiiinux Marepiaiis
(ApykoBaHUX, ayaAio, Bifeo, IHTEpHET-TEXHOJOr TOII0) LIOAO0 3aXBOPIOBAHHS,
HOro yCKJIaJIHeHb, TAKTUKH MMOBEAIHKH MPH MOTIPIIEHH] Iepeoiry.

CtBopennst Illkonmu OaThKiB Ta MAI€HTIB U1l TMPOBEACHHS HAaBYaHb KOHTPOIIO
3aXBOPIOBaHHS.

JlabopaTopHa giarHocTHKA:
MenunuHi npuiaaam

O00B’A3K0BO:

1.  Amanizarop-poromerp imyHodepmenTHi-(piroopecuentuit  Victor’ 1420
(Perkin Elmer).

2. llpunan nyst BUCIKaHHS MarepoOBUX AMCKIB 31 3pa3kaMu KpOBi (aBTOMaTHYHUIN
naHyep)

ABTtoMatuuyHuit n1o3arop Multidrop.

InkyOarop/meiikep.

Jlo3aTop Multistepper.

Hudposi qozatopu 31 3SMiHHUM 00’ €eMoM 1-Ta 8 — KaHAJIbHI.

Tepmocrar.

NownkEW
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8. XOJIOOWIILHUK.

9.  Kowmm'torepHa cucremMa 3 IporpaMHUM 3a0€3MEYEHHSIM.

baxano:

1. BucoxoedexTuBHMIl piiuHHMUN XpomaTorpad

2. Mac-CneKTpoOMETPUYHHN TETEKTOP

3. Amnapar nnsa Bukonanss [’ X-MC, TMC.

4. Anapartu a5 BUKOHaHHS €JIeKTPO(1310J0TrYHUX METOIIB AOCIIHKEHHS

5. HasBHICTh KOMIT'IOTEPHOI CHUCTEMHM Ui CTBOPEHHs 0a3u aaHux (mauieHTiB 3 OKY),
IPOBEJICHHS MOCTIHHOTO MOHITOPUHTY NAIIE€HTIB 3 yckiagHeHHsaMu OKY.

6. MoxnuBicTh HajmanHs yciM mnamieHtam 3 @OKY iHdopmariitHux MarepiaiiB
(IpyKoBaHHUX, aynlo, BiJ€0, |HTEpHET-TEXHOJOTIH TOIO) IIOAO 3aXBOPIOBAHHI,
HOr0 yCKIIaJHECHb.
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B. lonaTku

Honartok 1

710 YHi(hiKOBAaHOTO KJIIHIYHOTO TTPOTOKOITY
MIEPBUHHOI Ta BTOPUHHOT (CIIeliaaizoBaHo )
MeIUYHOT oroMoru «DeHTKeTOHYpisi»
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Kanacudikauis nopymens oominy @A

Tun Ha3zsa xBopoOu Ilpuyuna xBopooH
1 Knacuyna geH1IKeTOHypis BiacyTHicTh (heHUTanaHiH-4-rigpoKkcuiasu
ATunosi (MoB'sA3aHi 3 HEIOCTATHICTIO KOG akTOpiB) hopMu peHiKeTOHYPIT

2 HenocratHicTh dakTopiB BiacyTHIiCTh M HEJOCTATHICTh TyaHO3UH-5-
OlocuHTE3Y Tpidocharuiknoriaponazu [ (GTPCH I), 6-
TeTpariipoOioNTepUHy nipyBoii-terpariapontepincinTazu (PTPS),

cemnianrtepinpenykrasu (SR)

3 HenocratHicth akTopiB BiacyTHiCTh M HEOCTATHICTh NTEpiH-4a-
pereHeparilii (peIUKIIHTY) kapOiHonaminaeriaparasu (PCD) 1
TETPariipoOioNTEPUHY niriapontepininpeaykrazu (DHPR).

Inmm Buau rinepgeniniananinemii
4 Crifika rinepdeHiananineMis | 3HIKEHHS] aKTUBHOCTI (heHUTanaHiH-4-
T1apOKCHIIa3n

5 KopoTtkouacHa, jierka HenmocratHicTh TiIpoKCHIIa3y B TIEPioa
(TpaH3uTOpHA) PO3BUTKY
rinepdeHiTaaHiHeMis

6 Marepuncbka deHuikeTonypis | depMeHTHA HEIOCTATHICTh B 3aJIEKHOCTI

B1JI IEPBUHHOTO NOPYIIEHHS OOMIHY

7 Criiika rinepdenuiananidemis | Karaboii3m THpo3UHY
Ta TUPO3HHEMIS

8 Tuposunemiss HoBoHapomxeHux | HemoctaTHicTh n-rigpoKcudeHin-

I1PYBATI1IPOKCUIIA3U
Kaacudikauiss nopymenb 00miny @A B 3aJ1e:KHOCTI Bia piBHIB DA:
Tu IMopymenna o6Miny KOHI.IeHTpa.IIiﬂ JepexTHuii pepMeHT
1| (deninananiny (])emm.mamny
y KpoBi (Mr/%)
1 Knacuuna ¢eninkeronypis |> 20,0 BiacytHicts dheninananin-
TipOKCHIIa3n

Inmm Buau rinepgeniiiananinemii

2 HenocratHicTb 15,0-20,0 BiacyTHICTh UM HEAOCTATHICTh
JTUT1IPONITEPUTUH JUT1IPONITEPUIMHPETYKTa31
pEeAyKTa3u

3 Henocratus gynkimis 15,0-20,0 [TopymieHHs y cucTeMi CUHTE3Y
TUT1IpOO0IONTEPHHY JTUT1IpoOI0TITEPUHY

4 Criiika 15,0-20,0 3HMKEHHST aKTUBHOCTI
rinepQeHiiajaHiHeMis (eH1IaNaHiH-T1IPOKCHIIA3H

5 Kopotkouacha, nerka 2,5-15,0 HenocratHicTh TiipoKcHUiia3u B
(TpaH3uTOpHA) Nepioj1 PO3BUTKY
rinepQeHiiaiaHiHeMis

6 |Criiika 15,0-20,0 Kara6omizm Tupo3uny

rinepdeHitasanineMis Ta
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TUPO3UHEMIS

7 Tupozunemist 2,5-15,0
HOBOHAPOHKEHUX

HenocrtatHicTh n-rigpokcudeHis-
M1PYyBaTT1IPOKCUIIA3H

Jonarok 2

710 YHi()iKOBaHOTO KIIIHIYHOTO TPOTOKOIY
MIEPBUHHOI Ta BTOPUHHOI (CHIeIiani30BaHO1)
MeIU4HO1 tonoMoru «DeHIKeTOHYpisi»

Amunosi popmu @KY, nos’azani 3 nedocmamuicmio kogpepuenmia.

[Topsia 3 “knacuunoro’ popmoro KV, onucani arunosi opmu. [Ipubmmszuo y 2%
niTed miAgBuieHa koHueHTparis DA obymomieHa nedexktom (epMeHTy, HeOOX1THOTO
JUist  yTBOpeHHa  TerparigpoOiontepiny  (BH4). BH,;  cuHresyerbcs 3
ryaHosunTpudocdara. Bimomi kiibka (pepMeHTHUX AeeKTiB, 10 BEAyTh JI0 HOTro
nedimuty. Metabonizsm BHs oOymoBieHHit m'sThMa pi3HUMH €H3UMaMH, TPH 3 SIKHX
3MIACHIOIOTh Oil0CcHHTE3: TyaHo3uH-5-Tpidocdarmikioriaponaza I (GTPCH 1), 6-
nipyBoii-terparigpontepincintaza (PTPS), cemiantepinpenykraza (SR); 1 mBox
perenepyrouux  ¢epmeHTiB:  nrepiH-4a-kapOiHomaminaerigparazu  (PCD) i
nirigpontepiniapenykrazu  (DHPR). BHs; npumiiMmae y4yacTth y HACTyMHHX
€H3UMATHYHUX peaKIlisix:

deHinanariH m——> Tipo3uH

Tiposauh m——> L [OJO®A

TpinTocbaH m——> 5 rigpokcuTpinTodhaH
ApriHiH  m——> Uutpynnin + NO
Ankin-rniuepon m—> ankin-anbaerig + rniuepon

Henocratnicte BH, - rereporeHHa rpymna 3aXBOpIOBaHb, OOyMOBIJIEHa MYTAIlI€IO
OJTHOTO TeHy, 10 Koaye (pepMeHTH, 3anydeHi 1o 6iocuntesy BHs (GTPCH I, PTPS, SR)
abo perenepamii - PCD, DHPR. [a rpyma 3axBoproBaHb MoOke¢ OyTH BHUSBIICHA MpU
rinepdeninananinemisx (I'@A), 3a punstkoM aedinuty SR 1 JJODA 3anexHoi qucToHii
(DRD). Hedimur SR 1 JJODA 3anexxHOi MUCTOHIT 3BUYANHO HE BUSBISAIOTH MPH
MAacOBOMY CKPHHIHTY HOBOHApO/UKeHHX. JliarHOCTMKAa maHOi TPymu 3aXBOPIOBAHb
MOJKJIMBA HUIAXOM CEJIEKTUBHOTO CKPUHIHTY MPH HE3HAYHOMY MiJBUIICHHI piBHA DA y
HOBOHapomxkeHoro. Ilpu BusBnenni ['DA, pe3UCTEHTHUX A0 JIKYyBaHHS, IIO
CYNPOBO/UKYIOTHCSl TTOJJAHWMH BHIIIE KIIHIYHUMH O3HAKAMH, MOXJIMBO TPHUITYCTHTH
HasBHICTD JIePeKTiB 0OMIHY KOPaKTOpy.

DeHOoTINMIYHO, B OUIBIIOCTI BHUIAJKIB, CIOCTEPIralOThCsA KIIHIYHI O3HAKU Ta
CHUMIITOMH HEJIOCTATHOCTI KaTeXO0JIaMiHIB Ta CEpOTOHIHY (TabJ. 1)

Taoauns 1
CuMmnromu, noB’si3aHi 3i cneunpivHO0 HEIOCTATHICTIO 0IOreHHUX aMiHIB
Jopamin Ceporonun Hopeninegppun
HenopymiHicTh Henpecis AKclajbHa TIITOTOHIS
[TapkiHCOHI3M [Topyienns Mo0304KOB1 CUMITTOMHU
CoHnuBICTh TEPMOT€HE3Y IIro3
Jncronus be3conns
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Hucrarm

['inepcaniBariis

YTpynHeHHs
KOBTaHHS

V tabauirl 2 HaBeIeH1 YacTill 3a BCe 3yCTpidaeMi KIITHIYHI O3HAKH, K1 acolliifoBaH1

3 HenocTaTHICTI0O BH4 B 3anmexHOCTI Bif (hepMEHTATUBHOTO OJIOKY.

Taoaunsa 2
DepMeHT KutiniuHi 03HaKkH

GTPCH CynoMu, aHOMallbHI — pyXuW, TidepcaiiBaiis, YTPYAHECHHS

PTSP KOBTAHHSI, TIOPYIIEHUA TOHYC Ta IMOJOXEHHS Tila, HecTablIbHA

DHPR TeMIlepaTypa, Hamajad, TINOTOHIS Tula, TINEPTOHYC KIHIIIBOK,
eK3eMa, JIETKa MirMeHTarlisi, Mikpoiiedaris, HeI0CTaTHs Maca Tijia
npu HapomkeHHi. KanblnHO3 0a3aidbHUX TaHIIIIEB TOJOBHOTO
MO30KY.

PCD Hekinpka cnenu@iyHUX  CUMITOMIB  (KpIM  TPaH3UTOPHUX
anpTepallii B TOHYC1), TIMOTOHIs 200 TiMepTOHIs

GTPCH M’s30Ba  OUCTOHISA, MAapKIHCOHI3M  (TpeMOp,  PHUTIAHICTb,

(DRD) OpaauKiHe3is), PpOTO-JIMIIEBI  AUCKEHE3li, rineppediexcis,
rinoToHiss (mpu [e0roTi) Ta TINEepPTOHIs, CIACTUYHICTb M’S3iB,
OPTOTIETNYHI YCKJIaTHCHHSL.

SR [Iporpecyroua  3arpuMKa  IICHXOMOTOPHOIO  PO3BUTKY 3
[IUPKATHUMU (m06oBUMM) 3MIHEHIMU CHMIITOMIB,
rinepcajauBallisi, JUCTOHIs, TIMOTOHIS Tijia, TIMOTOHIS KIHIIIBOK,
HanaJu, TPEMOop, eKCTpamnipamiHi CUMITOMH.

VY Tabnuii 3 npencraBieHi 1abopaTtopHi 03Haku pizHUX (Hopm HemoctaTHOCTI BH4 B
3aJIEKHOCTI Bif ¢epMeHTaTuBHOTO ONOKY (3a Oanumu Kniniku Jumsauux Xeopoo

Vuisepcumemcwxoi /[umsauoi 6onvHuyi, Kpakos).

Taoauns 3
®A | Heo bio |IIpuma| Heo Bio 5- I'omo |S-meTna- | DHPR
(KpOB)|ITepHH |ITEPHUH |ITEPHH ITEPHH| ITEPHH | OKCiiHA0JI | BaHINIb | TeTpa- | (KpPOB)
(kpoB, | (kpoB, | (kpoB, (CMP*)[(CMP¥*)| ouroBa |Ha k-Ta| rigpo
ceya) | ceua) | ceuya) K-Ta doaar
(CMP¥) (CMP¥)
adGTPCH | N n n n ! ! n-| ! n n
arGTPCH 0 l ! n ! ! ! l n n
PTPS 1 1 | n 1 ! l ! n n
SR N n n-| n n 0 ! ! n n
PCD 1 0 n- 0 n n n n n n
PHPR | ¢ [ n [t [0 [0 [ 7 [} [ | [n-} [}

*CMP — crinHO-MO3K0Ba piauHa

Atunosi ¢popmu OKY MOXKIMBO BUSBUTH NPU MPOBEIECHHI MACOBOTO CKPUHIHTY,
TOMY LI0 BHUCOKI KOHLEeHTpauli DA cnosydaroTbCsi 3 MiJBHILIEHHSIM HEONTEPUHY Ta
OiontepuHy B OlosoriyHux piguHax. [lpu nedinuti OlonTepUHCHUHTETa3W MOKIMBO
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BUSBUTH 3HAUHE IMIJBUILIEHHS DPIBHA HEONTEPHHY, IO CYHNPOBOLKYETHCS 3HHMKEHHSIM
piBHSL OlonTepuHy (30UIBIICHHS CIIBBIHOIICHHS HEONTEPUH/OlONTEpUH; y JiTed 3
ne(IIUTOM peIyKTa3! CIIBBIIHOIIECHHS HEONITEPUH/O10NTEPUH HUBBKE).

JHonarok 3

710 YHi()iKOBaHOTO KIIIHIYHOTO TIPOTOKOITY
MIEPBUHHOI Ta BTOPUHHOI (CIeniaaizoBaHo1)
MEAMYHOI TOTIOMOTH «DEHIITKETOHYPis)

IndopmoBana 3roga 6aTbKiB 111010 NPOBEIEHHSI HOBOHAPOIKEHOMY CKPHHIHI'Y HA CNIAJKOBI
XBOPOOM 00MiHY pe4OBHH

51 maTu Ta/ab0 6aTbKO (200 3aKOHHMII NPEACTABHUK AUTHHH)

(nmpu3BuIIe, iM'sl, 10 6ATHKOBI 0IHOT0 3 0aTbKIB) HOBOHAPOIKEHOT

JIUTHHH y
(mpizBuIIEe) JaTA HAPOAKEHHS

JIUTHHH ,

A0 (He Ja10) 3roy HAa B3fITTHA 3PAa3Ka KPOBi MO TUTHHI /151 IPOBEAECHHS CKPUHIHTY
HA

(moTpidHe mixkpecanTn) cnagkosi xsopodu odominy (PKY, BI', MB ta AI'C).
Indopmaniio moa0 CKPUHIHTY HA CIIAJAKOBI XBOPOOH 00MiHY MHOI0 OTPHMAHO

Jlara

Iignuc (npi3Buie, iM's, Mo 6aTbKOBI 0AHOTO 3 HATHKIB)
306ip Ta 00poOKa MepCOHANBHUX JAHHUX 3IACHIOETHCS BIAMOBIAHO A0 3akony Yipainu "IIpo
3aXUCT NEPCOHATLHUX HaHux"

Jonartok 4

710 YHi(piKOBAaHOTO KJIIHIYHOTO TTPOTOKOITY
MIEPBUHHOI Ta BTOPHMHHOT (CIEIiali30BaHOT)
MeIUYHOT ToroMoru «DeHTKeTOHYpisi»
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HeoHnaTabHUii CKPUHIHT Ha
cIaJKoBi XBOpPoOH 00MiHY
(eHisKeTOHYPIS, BPOAAKeHUI
rinoTupeos, Ta iH.)

Ipasuia 3abopy 3pazxie kpoei 0.t
Q0CIONCCHHA

THHM posumH, OUHT abo Mapnd, M'9Ka TKAHH-

1 ObnanHAaHHS: CTEPHTLHEN TaHIET, AHTACETTH-
3na, pyKaBHYKH Ta OIMaHKH 1714 300pY KPOBL.

KPOBI He JIOTYCKATH KOHTAKTY (hiTbTPOoBaTh-

: 2 3anopnuTH dimank. [lepen Ta micnd 3abopy
HOTO TAMIPY 3 1HITAMHE MOBEPXHIMH.

Bogoio (mo 41 C) 3-5 xs.

1 3irpitn nependauyBane Micile TYHKIII TeIIow

MeJTialBHO Bijl THiL, 110 TIPOBEIeHa Bijl TAMIOHOM, IO SMOUeHmH B cnupTi. [loTiM nobpe
BEUKOTO MATBIA 10 II'9TH abo IaTepansHo HPOCYIITHTH IE MICIE CTCPHIILHOIO MAPIIEIO. Le
BiJT TTiHI1, 1110 TIPOBEAgHA BIT IIPOIKKY MIXK TOTIEPEIUTD TEMOII3.

4 Ta 5 manpugaMu T4 I'TOI0.

3 BHzHAUNTH MicIie TYHKN ] HA IT'9TOUTI - 5 [Iporepru Micne mependauyBanol MyHKIIL
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[T BEeNeH CRPHHIPYIO YHE THOTHan
T4 BHAETA HEA (HUTHY ¢TI BOBHX
XEOpOD ObMiHY Tpeda TOIATEOED
MpoBeCTH 5201 BpcE

(Ax onHcano s m. 7)

Brarraxport. HanpasneHua me preHmiEymapHe 10
noeepxmi. He MacasyeaTs - Hebesnerd TeMonssy,

I OMILDEH IHTEPCTHINATEHOL TA BHYT Pl LHEOFTITHE -
HOL papsess. [THOMHA TYHETYEAHHA - He DiNBIT

2.2 MM (HeDesmeza DETED]‘.‘[lE:T[iT}’:I [Tepury xpanmnmo
BHTePTH. HOTY THHMATH HA pIEHI Ce U4, L0 33m0-
Biratume posEHTEY FEHOTHOTO CTASY.

BHCYLINTH SPasEH EPOELY
TOPHSOHTAN EHOMY ITON CUREHEL He MeHIE
4.z roguH.

Il prEmacTH MANEpORHH BaHE MepMerEy-
TAPHD KO EPATI KpDBi Hp:-:TEH-::{TH 11 {uld]

bnank OYVE TPOMHTANME KPOE 10 HACKPISE. 1 O

BignpaBrTH 5paskH EpoEi B
nabopaTopi Ke niskine 24-x

NOCTATHED NEOX TILAM EDOEL TOMHH 3 acy 5aB0py KpoEL

3pasok nopHHeR OyTH oxpyTRol dopmu. ¥
pasi MpOEeTe HEA CEPHIHTY TINEER Ha D KV
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Ouinka
B3ATTSI
mMarepiauy

Henpasuivre 63amms mamepiany:

lpasunvrui 3pasok: BraHK TpONHTATH KPOB 0

piBHOMIpHO Hackpisb. He
TOIYCKATH IOBTOPHOTO
HAKIAaHHA KallTipHoL
KPOBI HA IIOBEPIIHIO, ITIO
nponuTana. He gomyekarn
xacanad abo 3Ma3VBaHHA
UM,

Mooicausi npuuunu:

. y -Haxmagarsg GimbTpoBameEHOTO TATIPY 0 3 IBIeHHT KParrTi Kporl
i ' . . . -361p KpoB1 Ha GITBT POBATBHIIH AP 33 JOTIOMOT OO KaIlTIpYy.

1. HeprocraTHa KUIBKICTE MaTeplany

2. 3pasKH MAarTh IMTOPCTKICTE Ta MOTEPTICTH

3. 3pasku He BHCVITIEH] Iepe] BLATIP ABTeHHIM

4. Ha spaskax HaOIHIMKOBA KITBKICTh KPOB1

5. 3pasku sHebaprieHi, 3a0pyHen1 abo OyiIb -
YHM 3aTHTI

- Topxamng no gineTpoBanpHOrO Hamipy X0 abo micad 360py
PYKABHYKAME I PYKAMH, KPeMOM A4 PYK T iH.

- 30ip KpoBR1 HA PITETPOBANBEHMI AP 3@ JOIOMOTO KaIllIgpy

- 3pasky mepej BIAIPABIEHHIM BICYILEH] MeHIIe 4 - X [0 JHH.

- B34TT4 KpOB1 BUHHEHO 3a JOMOMOTO0 OV/Ib - IKHX
TPHCTOCYBAHE.

- Bzarta kpoBi BunHeHO Ha 0011B1 CTOPOHH (PLTETPOBATHHOTO
mampy.

- KoHTaxT QiTBTpOBATBHOTO TAMIPY 3 PYKABHYKAMI,
CIHPTOM, AHTHCENTHYHIMH PO3YHHAMHE, BOJLO Ta 1H.
- CiaBneHHs JIISHKA ITYHKIL.

- 3pa3sKH myjiadl BIUTHBY MIIBAITIEHOl TeMIepaTypH

- Ilepen B3aTTIM KpOBL He OYIIH BHAATEH] 3 aIHIKH CIIAPTY 3
Micig 3a00py KPOBi.

- KoHTakT QuIbTpOBaIBHOTO HAIPY 3 CIHPTOM , KPEMOM JULS
PVK Ta 1H.

- CnaBiaeHHS JUISHKH IIVHKITI.

6. 3'9BIEHHS HA 3pa3Kax CHPOBOTOYHAX Kimerp ~ HCAOTPHMAHHI IPABIIT BHCYTICHHA SPA3KY.

7. AmmiKarig CIiinol Kpoel

ey e R .
A e Tl W A
\u..ﬁj -."m-‘. d ."‘-..--ﬂjI \.__"“_." 3 --"‘:

8. BijicyrHICTh KPORBI Ha 3paskax.

- Baarra kpoBi Ha (iNETPORATHHMI AP 3a JOTIOMOTO
KamingapHol TPYOKM.

- Kpyroge npukiagagnasg Kparti KPoBl 10 (GpiTbTpOBANBHOTO
TaTipy BOPOJOBK TPHBATOTO YACY.

- He B3gTmii maTepian.
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Jlonarok 5

710 YHi(piKOBAaHOTO KJIIHIYHOTO TTPOTOKOITY
MIEPBUHHOI Ta BTOPHHHOT (CIEIiali30BaHOT)

MEIUYHOI TOTOMOTH «DEeHITKETOHYPisD»

AJITOPUTM Jiil IpU BUSIBJIEHH] MiIBUIEHO] KiJIbKOCTI DA npu NpoBeIeHHi MacoBOro

CKPHMHIHTY

PiBenn @A > 300,0 MKMOJIB/JT
(=5 mr/%)

PiBenb DA 150,0 - 300,0 MKMOJIB/71

(2,5-5 mr/%)

AMIHOKHUCIIOT

KinpkicHuit agaimis

(cupoBarka, TIa3ma)

PiBenp @A nigBuieHui

_—

A\ 4

A\ 4

PiBenp DA > 180,0 MKkMoJIb/J1

IToBTOpHMIT aHAJI3 i3 CYXHX IISIM

> 3 Mr/%) KPOBI
PiBenp @A < 150 MKMOITB/N
BuK/JII0YHTH HEAOCTATHICTH (2,5 MI/%)
Ko(akrTopa:
[Irepunu ceui A 4
AKTHBHICTB IMopaabmMi KOHTPOJIb BiACYTHIM
JeT1IpONTepUHPEyKTa3n
BH, Tect
L1 TIJIP miarnoctuka reny PAH

A\ 4

Myrauis rena PAH

Pe3ynbTaTu HeraTuBHi

Pe3yinbTraT mo3uTHBHI

A\ 4

HenocraTHicTh

(penintananinrizpokcuiIan

Henocrarhicte kodpakTopy BH,

e

\

PiBenr ®A>900
MKMOJIB/T (15,0 Mr/%)

PiBenbr PA< 900
MKMOJIB/T (15,0 Mr/%)

Kaacnuna ®KY
JlieTn4He JIiKyBaHHS

M’sika
rinepgeninananinemis
HopmanbHa niera
KonTpoms pias A

JlikyBaHHS JTI€TOIO Y TIO€AHAHHI 3
L-JIOITA, 5-OH-tpuntodanom,

maroun Ha yBasi BH,
32




Jonartok 6

710 YHi(piKOBAaHOTO KJIIHIYHOTO TTPOTOKOITY
MIEPBUHHOI Ta BTOPHHHOT (CIEIiali30BaHOT)
MeIUYHOT ToroMoru «DeHTKeToHYpis»

CxeMa qucnaHcepHoOro crnocrepe:xenus npu ®KY

Koncynbranr | [lo 1 poky 1-3 pokn 3-5 pokiB 6-8 pokis 9-18 pokiB ":ﬂiliils

Lenernx 1 p./1mic. | 1p./3mic.| 1p./3mic. | 1p./6mic. | 1p./6wmic. | 1p./6wmic.

PaitioHHuit no 1 mic. - 4

fieiaTp Hifﬁ;?;_z Ip/3wmic. | 1p/3wmic. | I p/3wmec. | 1p./3mic. | 1p./3 wmic.

p./mic.

Jursaanii

;g:;lazp oes | P 6 Mic., I p/3wmic. | 1p/6mMic. | 1p./12 mic. o 3:60}0 o 3ea6010
. B12mic. | 1p/2wmic. | 1p/3mic. | 1p./6wmic. Tpebol Tpeool

NCHXIYHHX 1 p./6wmic. | 1p./6Mic.

NOpyuieHb

Autsani : : : : 3a 3a

HEBPOIIOT 2p./wmic. | 1p./3wmic. | 1p./6wmic. | 1p./6wmic. HoTpeBoro | moTpeboro

Aicrosor 2p./wmic. | 1p./3 wmic. 2 p./ pix 1 p./ pik 1 p./3wmic. | 1p./3 wmic.

Jloromen 1 p./pix

Tinexotor 1 p./6mic. | 1p./6wmic.

Kontpoan

KJIiHIYHOrO0 Ta . . . crapue 18

GioxiMiuHOro o 1 poky 1-3 poxn 3-5 pokiB 6-8 pokiB 9-18 pokiB .

crarycy

Pisenr DA

KpoBi 4 p./ mic. 2 p./ mic. 2 p./ mic. 2p./1wmic. | 1p./1 wmic. 1 p./3 mic.

Kainiuaumii 1. /3 ui

ananis kposi, | - P/ 2 MG 1 p./ 3 mic. 1 p./ 3 mic.

ceui

Bioximiunmii ) .

npodiin 1 p./ 3 mic. 1 p./ 3 mic.

Enexrpoenue .

dasorpama 1 p./ 6 wmic. 3a noTpedoro

v3

NOCTiKeHHST 1 p./ 3 mic. 1 p./ 6 mic. 3a nmotpebdoro

PexoMeH10BaHa cxeMa JUCIIAHCEPHOIO CIIOCTepeKeHHs BaritHoi 3 @KY

ITepma .
KOHchbeaIIiﬂ Iloxenno Ilomicsiuno
A0 3AYATTA
Koncynbratis nikaps - reHeTUKa X X
JieTonoriyHa aHkeTa X 1 pa3 B 1Ba - TpU THXKHS

Bara

X
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3pict X
JlaGopartopHi anaJi3u: X=
OeHlnana”iH X X
AnpOyMiHU X
Tupo3un X
DepuTrH X
XosnecTepuH X
Cenen X
Bitamin By, X
doieBa KUCIOTA X

MPOTAT'OM BATITHOCTI
KoHcynbrais y jikaps X X
JlieTonoriyHa aHKeTa X X (1-i Tpumectp) | X (2-3-Tpumectp)
Bara X X
JlaGopaTtophi anauizu: X
DeHitanamin X 1-# TpumecTp IOTHKHEBO, nami 1 pa3

Ha 2 TUXKHI

AnbOyminu X K 12, 20 u 30 k. Bar.
Tuposun X K 12, 20 u 30 Tux. Bar.
deputnH X K 12,20 u 30 tux. Bar.
Xonectepun X K 12, 20 u 30 Tux. Bar.
Cenen X K 12, 20 u 30 Txk. Bar.
Biramin By, X K 12 . Bar.
domieBa KicioTa X K 12 tux. Bar.
AHaJi3 KpoBi (3araJibHHM ) X K 12, 20 u 30 tmxk. Bar.
YIBTpa3BYKOBE JTOCIIKCHHS X Ha 10-12, 18-22 1 32-34 Tmx. Bar.
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Honarok 7

710 YHi(piKOBAaHOTO KJIIHIYHOTO TTPOTOKOITY
MIEPBUHHOI Ta BTOPHHHOT (CIEIiali30BaHOT)
MeIUYHOT ToroMoru «DeHTKeToHYpis»

PexomennoBanmii pisenr @A
y cupoBatui KpoBi, xsopux Ha PKY pizHoro Biky, nig 4ac gierorepamii

Bik PiBenr ®A
i mepioau KUTTA
. . MKMOJIb/JI Mr%
NalicHTIB
0-6 pokiB 120-360 2-6
7-9 pokiB 120-360 2-6
10-12 pokiB 120-360 2-6
13-15 pokiB 120-360 2-6
16-18 pokiB 120-360 2-6
18 poxkiB i OinbiIe 120-360 2-6
NnepeAKOHIEeNnTyaJIbHU I
nepion i mepiox 120-240 2-4
BariTHOCTI

Jonartok 8

710 YHI(IKOBAHOTO KJIIHIYHOTO MTPOTOKOITY
MIEPBUHHOI Ta BTOPUHHOI (CIIeliani30BaHoO1)
MeIUYHOT oroMoru «DeHTKeTOHYpisi»

Mamepuncoxka @®KY (3a mamepiaramu pecnyolikancbko2o yeHmpy
HeoHamanbHo2o ckpuniney, Pocis, m. Mockea, Hauionanvnoeo Ilncmumymy 300pog's
oimeii ma Jlwounu, CIIIA, Kanaoda, Hiveuuuna).

Bim3naueno, mo y KIHOK, siki crpaxnaiTs DKV, wapomkyBamucs miTH 3
PO3YMOBOIO BIJICTANICTIO. TSDKKICTh Ypa)KeHHS TUIOAY (HaBITh SIKIIIO BIH HE CTPAXKIAE
®KYVY) xkopemoe 3 xouneHtpariero ®MA B kpoBi marepi. DA mnpoHUKAE dYepe3
IUTalleHTapHuid  Oap'ep 1 aKyMymOeTbCs B IUIAllEHTI. Y OKIHOK, xBopux OKVY
B1JI3HAYAETHCS MIJABUIIEHA YACTOTa CIIOHTAHHUX a0OpTIB, 3HMKEHHS Macu AITeH Mpu
HApOJDKEHHI, Mikpoledanisi, po3yMOBa BIJICTANICTh, BPOIKEHI BaJd CEpLsl, aHOMAJIi
po3BuTKy. IIpu 3HmKEeHH] piBHA KpoB'sHOrO DA y kiHOK (6-8 Mr%) 10 MmiiaHyBaHHS
BariTHOCTI, YaCTOTa PI3HUX aHOMAJIH y TJI0/1a PI3KO 3HMXKYETHCS.

3aBasku J100pe HanaropkeHit ckpuninry Ha ®OKVY B Hamniil kpaini (Ouibiie 26
POKiB), 1 OTXE, CBO€YAaCHO IIOYMHAETHCA Tepamii XBOPUM, OCTAHHIM YacoM
30UTBIIY€ThCSI KOHTUHIEHT MPAaKTUYHO 3/10poBux niBdaTr 3 KV ¢eprunbHoro Biky. Y
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3B'SI3KY 3 IIMM ChOT'O/IHI CTA€ BCE OUIBII 1 OUIBII aKTyaJIbHOKO POOJIeMa MaTepUHCTBA Y
KUHOK, ski crpaxgatorb @OKY. €auHuM MeTomoM 3amoOiraHHs MOPYLIEHb B
aMIHOKHMCJIOTHOMY OOMiH1 y BariTHoi iHKH 3 ®KY € oOMeKeHHsI HaJXOMKEHHS 3 1KEI0
®A. Ile nmocsiraeTbcsl TpaAULIMHUM METOJOM CYBOPO TOTPUMYBAJIHUCS Il€TOTEparii,
NPUHIIMIT SKOI HIYUM HE BApI3HSAETbCsS Bia aierorepanii jgitert 3 OKVY. [liera npu
MatepuHcbkoi DKV HazupaeThcst «IIpodiIakTUIHO.

Hietorepanis npu @KV - 1ne HaouHuil mpukiaj Kopekiii (eHoTuny MeTojaamu,
PO3pOOJICHMMH Ha OCHOB1 BU3HAHHS B3a€MOJII1 CIIAJKOBOCTI 1 CEPEOBUINA B PO3BUTKY
XBOpoOW. 3 TeHEeTHYHOI TOUKH 30py Led miaxim y JikyBaHHI xBopux Ha OKVY
HasuBaetbcsi HOPMOKOIIIFOBAHHSAM, t1o6t0 HOpMmamizaimiero (QeHOTUIy TIpH
NaTOJIOTTYHOMY T€HOTHIII.

[Tpu marepunchkiii @KY nmpuHIMI BUHUKHEHHS BPOJKEHUX BaJl PO3BUTKY y IUIOAA
B niepioJ emOpiorene3y iHmMM, HK npu reHorumni 3 OKY, onHak metoa npo@uiakTUKA
IUX MOPYLIEHb TOM Ke, K 1 mpu JiKyBaHHI XxBopux Ha @KYV. Lleii meTon monsrae B
JNOTpUMaHHI cyBopoi aierorepanii (IIpekoHneniiiiina npoulakTUKa) BariTHOIO >KIHKOIO
Ha BChOMY IPOTS31 BUHOIIYBAaHHS JAUTHUHU 3 BUKOPUCTAHHSAM B JI€TI aMIHOKHUCIOTHHUX
cymimedt, mnoz0aBnennx ©OA. HaiiOuibil BUpaXeHI Baaud PO3BUTKY Yy IUIOJA
bOpMYIOTECSA, SIKIO KIHKa Mae BUCOKUM piBeHb DA B cupoBaTiii KpoBi A0 MOYATKY
BariTHOCTI1, TOOTO KOJHM 3a4aTTs IUIOAY BiOyBaeThes Ha i1 [ DA.

Pienr DA B cupoBarii KpoBi marepi Ouibmie 6 Mr%(360MKMoIb/1) Ppi3KO
30UTBIITyE PU3MK BUHUKHEHHS BPODKEHUX BaJ y IUIOAA, OCOOJNMBO Mikporedatii i
MOPOKIB cepiis. Yl JOCTHIAHUKYA 0e3 BHHATKY MIWIUIM BHUCHOBKY MPO HEOOXITHICTH
nounHaTH npodimakTuany niety xiHii 3 ®KY 10 3adaTTs 1 mpogaoBKyBaTH il MPOTIATOM
Bciel BariTHOCTI. TakuM UYMHOM, HalcyBopimmii OlOXIMIYHMM KOHTPOJb 3a
JOTPUMAaHHSM JII€TU MOBHHEH npunagae Ha eran JIO 3avarts 1 [IEPILINIA TPUMECTP
BariTHocTi. [Ip.Thompson 3 cniBaBTOpamMu peKOMEHIYIOTh AOTpUMYBaTHcs piBHI DA B
cupoBatii kposi BaritHoi 0,8 - 2,5 mr%; Smith, Brenda J. 1 — 3 mr%; Sufin Yap 3
criBaBTOpamu - 2 - 4,8 Mr%; iumii - 2 - 6Mr%. HeoOxiaHiCTh JOTpUMYyBaTHCS BIIHOCHO
Hu3bKoro piBH MDA B KpoBl y BariTHUX (y MOPIBHSHHI 3 HOpMaMu NIpH JIIKyBaHHI
xBopux Ha OKYVY) aBTopu noB's13yt0Th 3 psaaom npuyuH. OnHa 3 HUX BUKJIMKaHA TUM, IO
Ha paHHIX eTamax eMmOpioreHe3y y Iiojaa nedinkoBuil epmeHT DA He QyHKIIIOHYE, a
oTxke, He yTuii3zye DA 1 He mepeTBOproEMO Horo B TUPO3MH. [HIlIa npuyrHa NMoB's3aHa 3
ICHYBaHHSIM BHCOKOTO T'PaJiiEHTa reMaTo-TUIalleHTapHoTo Oap'epy, KU MpU3BOIUTH 0
nigBuiieHoro Bmicty @A B HaBkojommaaux Bojax. Hanley WB, Kudo Y, Koch R.,
Levi HL, Gardiner RM, F.Cockburn 3i cmiBaBTOpamMm moBenu, 1o 3mict DA B
HABKOJIOIUTIAHUX Bojax B 1,5-2 pa3u BUIlE HIK y CHPOBATIl KPOBI BariTHOI KIHKU.
3okpema, BUpaxyBaju, 110 BITHOIIEHHS WX MOKA3HUKIB OJUH IIOJ0 OJHOIO CKJIAJa€ B
cepenuboMy 1,48. TakuMm 4MHOM, OUIBIIICTH 3apYOLKHUX JOCIIAHUKIB OJHOCTAiHI B
TOMy, 110 piBeHb DA B KpOB1 KIHKM MOBUHEH OyTu B 1,5 - 2 pa3u Hux4Ye, HIX NpuU
nikyBaHH1 xBopoi gutuHu 3 OKVY. Xoua nociipkeHHs nokazaiu , o piBHi @A 1,6 mr/
%(100 MxMomb/1) Oe3medHi Mij Yac TecTallii, ICHYIOTh MOOOIOBaHHS, IO IMOCTIMHO
HU3BKHM piBeHb DA y Marepi, 0COOJMBO 1]l Yac JPYroro 1 TpeThOro TPIMECTPa MOXKE
OyTH acoIllOBaHWN 3 TIJBUIICHUM PHU3UKOM 3aTPUMKH BHYTPIITHBOYTPOOHOTO
PO3BUTKY.

Kpim yBaru 10 xonTposto 3a piBHeM DA B KpoBI BariTHOI )KiHKH, aBTOPU BKa3yIOTh
Ha HEOOXITHICTh OIIHKKA BMICTY B KPOBI 1HIIIMX aMIHOKHCIIOT, 30KpeMa TUPO3HHY, SIKAN
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1HO/1 Ma€ TEHJICHIIII0 JI0 3HMXKEHHS B KPOB1 MaTepi. BUIbIIICTh aBTOPIB PEKOMEHIYIOTh
NIATPUMYBAaTU PIBEHb TUPO3UMHY B KpoBl 1-1,5 Mr /% pno HacTtaHHs BariTHOCTI 1
MIPOTATOM YChOTO TIEPioly BUHOITYBAHHS TUTHHHU.

BpaxoBytoun Bci BHIlle TepeniyeHi OcoOIMBOCTI JaHOI (GOpMHU 3aXBOpPIOBaHHS,
koxHa kiHka 3 OKY, sika 6akae BCTYIUTH B IITIO0 1 MaTH TUTUHU, TOBUHHA 3BEPHYTHUCS
B perioHajbHy MEIUKO-TEeHCTUYHY KOHCYJBTAIlI0 HE TMi3HiIe, HIXK 3a 6 MICAIIB 10
HACTaHHS BariTHOCTI.

He Bci mikapchki 3aco0M Ta XapyoBi J100aBKH, JOCTYIHI JJis 3aCTOCYBaHHS
namieaTamu 3 aedinuroM AT, maxoaaTh 1js 3acToCyBaHHSA mig yac BaritHocTi. BHAK
HE TIOBMHHI BUKOPUCTOBYBATHUCS IIiJl YaC BAriTHOCTI, TOMY III0 BOHH 1CTOTHO 3MIHIOIOTh
piBeib DA B kpoBi y wmarepi. CanpomnrepiH € mikamu kimacy «C» 1 Moxe
BUKOPUCTOBYBATHUCS IIiJl YacC BAariTHOCTI, KO €(eKT He BUKOPUCTAHHS HOTO MEpEeBaxye
Joro nmoteHu1iHI Moo6iuH1 epextu. Hemae 10Ka31B TepaTOreHHOro ad0 MOOIYHOIO BILIUBY
CanponitepiHy Ha BariTHICTb, HAmpOTHU, 30UIBIIYETHCS KUIBKICTh IOB1IOMJIEHB
YCHIIIHOTO pe3yJbTaTy BariTHOCTI NpH MHOro BUKOPUCTaHHI. BpaxoByrouu Bimomi
noOiuH1 nii migBuiieHoro piBHs @A y Marepi Ha pe3yabTaT BAriTHOCTI, IHKaM, SKI
npuitmanu CanponTepiH 10 BariTHOCTI, HEOOXIJIHO 3alpOIOHYBAaTU MPOJOBXUTH HOTO
NOJIaJIbIII€ 3aCTOCYBaHHS, a KIHKaM, Y SIKMX MOXYThb CIOCTEpIraTUCsl MOJIMIIEHHS BiJ
Campornitepiny, HEOOX1/IHO 3alpONOHYBAaTH MOT0 3aCTOCYBaHHS IMiJi yac BariTHOCTI. B
imeani, peakiisi Ha CamnponrtepiH Mae OyTH BHU3HAuY€HA JO BariTHOCTI, 00 YHUKHYTH
konuBaHb piBHA DA abo ckiaaHOCTI iHTepmpeTallii peakiiii. HeobxigHo 310patu naHi
TPUBAJIOTO MEPioy MPO pe3yibTaT BariTHOCTI 3 1 6e3 3acTocyBanHs CampornrepiHa.

MOHITOPHHT POCTy IUIOAA TOBHHEH MPOBOJUTHUCS MPOTIATOM BCi€l BariTHOCTI.
BcraHoBeHHS paHHBOTO TEPMiHY BariTHOCTI 3 BHUKOPUCTaHHSM YIbTPA3BYKOBOTO
JIOCHIDKEHHSI ~ PEKOMEHIyeTbCS ~ 4epe3  MOOOIOBAaHHA  IMOMAAIBIIOTO  PO3BUTKY
BHYTPIIIHBOYTPOOHOI 3aTPUMKH POCTY 1 MOXIIMBOCTI PO3BUTKY MiKpouedaiii y miojaa.
Exokapaiorpadiro mmona cuig npoBoautu Ha 18-20 Twxkui rectamii. [lorpeba DA y
MaTepl 3MIHIOETbCS BIPOAOBXK BariTHOCTI, BUMAraloyu 4acToOro MpOBEJAEHHS aHaNI3y Ta
kopekiii mietu. Ciiji yHUKaTH HaJAMIPHOTO OOMEXKEHHs B JIETI, TOMY III0 HEBIIOBIIHE
CIIO>KMBAHHS OUIKIB 1 KaJIOpid MOKe MPHU3BECTH JI0 MiABHUIIEHOTO piBHA DA y marepi.
[Topymiennit piBenr THP He acormiroBatd 3 HECHPUSITIMBUMU ITOKa3HUKAMHU Y
HeMOBJIATH. HeoOXi/1HO, TaKOXK, KOHTPOJIIOBATH PiBEHb BiTaMiHy A U BiTamiHy B, uepe3
BHUCOKHUI PU3UK PO3BUTKY BPOKEHUX BaJl CEpIls Yy IUIOJA MPHU 3MIHEHHI iX HOpMaibHOI
KoHIIeHTpallii B KpoBi. [ligBumenuii piBenp @A kpoBi B mepii 8-10 TwkHIB recTarrii
acoIIIOBaHMH 3 MIABUIIICHUM PU3UKOM PO3BUTKY BPODKCHHUX BaJ CEPIS Ta 3aTPUMKOIO
BHYTPIIIHBOYTPOOHOTO ~ POCTYy  IUIOAY. PeKoMeHAyeTbCcsl ~ JOCATHEHHS  piBHA
MatepuHchbkoro @A < 360(6mr/%) MKMOJIB/JT 10 3a4aTTsl.

[ToctHaranbHa notpeba B DA y wmarepi 3HUBUTHCA BHACHIAOK MiJABUILEHOI
aHa0oJIYHOI MOTpedu B TpeThoMy TpumecTpi. HeoOXigHO mpOoAOBKyBaTH pETENIbHUIA
METa0OJIYHUN MOHITOPUHI 1 MOHITOPUHI XapuyBaHHA. BoKMBaHHS JIKapCbKUX
IPOIYKTIB MOKE 3a0€311eUyBaTH MiJIBUILIEHY KUIBKICTh KaJIOPii 1 OIKIB HEOOXITHUX IS
MIATPUMKHU TPyIHOTO BUTOAOBYBaHHS (640 KKkanm Ha JeHb 1 25 T OUIKiB Ha AeHb). Hemae
MPOTUIIOKA3aHb [0 TPYIHOTO BHUIOJOBYBAaHHSA, TOMY IO HEMOBJISITA, SIKI HE MAalOTh
nedimuty DAI, 3maTHI Jerko Merabomi3yBaTH TPOXH MiABUIIECHHH piBeHh DA B
rpyIHOMY MoJIolI iX MarepiB. Marepsim 3 aedinurom DAL ciijn 1oTpUMyBaTUCS TIETH 3
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oOMexxeHHsIM DA, BKIIIOYAIOYM B)KMBAHHA JIKAPCHKUX MPOAYKTIB 1 MICIS MOJOTIB JUIS
ONTHUMAJIbHUX MTOKA3HHUKIB Y Marepl 1 HEMOBJISITH.

HeoOxigHO 0OOOB'SI3KOBO  MPOBOJUTH  KOHCYJbTYBaHHS CiMEHHOI mapu B
perioHalbHOMY T'€HETUYHOMY LIEHTP1 Ha €Tarlll IJIAaHyBaHHS BariTHOCTI 3 0OOB'S3KOBUM
TeHETUYHUM OOCTEKEHHSIM 4YOJIOBIKA Ha TeTepo3urotrHe HociiictBo Ha ocHoBi JHK
aHaji3y MaXOpHUX MyTarlii reHa OKYVY.

Heo06xinHo moindopMyBaTH KOXKHY MOJIOAY CIM'FO TIPO PU3MK HAPOJKEHHS TUTHHH
3 BajJlaMU PO3BUTKY, sIKII0 MaTu cTpaxiaae OKY. €auHUM METOOM 3HUKEHHS PUBUKY
BPOJDKEHUX BaJ PO3BUTKY Ta PO3yMOBOi BIJICTAJIOCTI Y ITUTHUHHU € CyBOpE AOTPUMAHHS
npodIIaKTHYHOI JIETH, Ky CIiJ IMOYMHATH HE TI3HIIIE, HDK 3a 3 MICAIl 10 HacTaHHS
BariTHOCTI 1 TOTPUMYBATHUCS 1i HA BCHOMY ii MPOTA31, OCOOIUBO B MEPUIUN TPUMECT]P
BariTHOCTI.

Cnig noyuHaTH MCHUXOJNOTIYHY MIATOTOBKY JKIHKM 32 6 MICSIIB A0 IOYaTKy
BariTHocTi. HeoOxiiHO 31iiicHIOBaTH 00OB'si3KOBE crioctepexeHHs kiHku 3 OKVY, saka
Oakae cTaTH MaTip'to, y aKyliepa-riHeKonora.

[Ipenaranbua niarnoctuka aedpiuuty GAIT npoBOAUTHCA TUTBKU 3 BUKOPUCTAHHIM
JIHK - metonosoriit. Heo6xigHO MPOBOIUTH MPEKOHIIEMIIIO 1 TPpEeHATaIbHUM CKPUHIHT
Ha nediuut OAI" (BuzHauuBIM piBeHb DA B KpOBI1) ISl KIHOK, Y SKHX BXKE € OAUH a00
OuTbIIIEe JiTEeH 3 OCOOJMBOCTSAMH, KOTpl IMMITpyBaiau 3 KpaiH yHiBepcanbHoro CH, ski
HApOMIIUCS /IO TOYaTKy IpoBeneHHs yHiBepcaibHoro CH B ixHiX kpaiHax, a®o s
KIHOK 3 HEMOSCHEHHOI pPo3yMoBOr0 BifcTtamicTio. [llupoko moctymHo BuMip
konientpaniii @A 1 TUP B minbHOT KpOB1 HaTIIE; IHTEPIPETAIlisl PE3YJIbTaTIB MOXKE
3aJIe)KaTH BiJl MAaTEPUHCHKUX (DAKTOPIB, TakuxX sK (a3za MEHCTPYyaJTbHOTO IHKITY,
BUKOPUCTAHHS KOHTPALICNITUBIB 1 T€CTALlIHUMN BIK.

Jlonarok 9

710 YHi()iKOBaHOTO KIIIHIYHOTO TPOTOKOIY
MIEPBUHHOI Ta BTOPUHHOI (CTIeIiani30BaHO1)
MeIM4HOT tonoMoru «DeHIKeTOHYpisi»

JAIETOJIOTUYHA AHKETA nepioro, Ipyroro, TpeTboro TpUMeECTpy
(maKpecIuTH)
Jlata 3anOBHEHHS «_ » 20 p. Jlata KoHCYJbTALIIT «__ » 20 p.

[pizBuie, Im's, [To 6aTbkoBi

TepmiH BariTHOCTI: MICSIIIB , TFDKHIB , IHIB
Yac .. .
npuiiomy | Haiimenysanns cmpasu Kinvricmy binok (2) HKup Chepin
P i cmpasu (2) ) (kkan)
1 2 3 4 5 6
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ITOTO

@deninananif ki = (3arajJbHUR OUIOK 1K1, I — OUIOK JIIKYBaJIbHOTO MPOAYKTY) X 50 = Mr

Honartok 10

710 YHi(piKOBAaHOTO KJIIHIYHOTO TTPOTOKOITY
MIEPBUHHOI Ta BTOPHMHHOT (CIEIiali30BaHOT)
MeIUYHOT ToroMoru «DeHTKeToHYpisi»

«XAPUYOBHH CBITJIO®OP»

YEPBOHMH CIIMCOK
(IpOAYKTH HEe BUKOPHCTOBYBATH!)
bapanuna, syioBMYMHA, CBUHUHA, M'SICO
nTaxiB (KypH, Kaukd, IHJIEKC 1 T.L),
KoBOacu, MaIITeTH, capJeibKH,
M'sico i M'sicHi BHpOOU COCHCKH, CyOnpOyKTH (meuinka,
HUPKH, CepIle Ta iH.), M'SICHI JeJiKaTecu
(xapOoHat, Oy>XeHHHa 1 T.IL.).
Puba Mopcbki 1 pIYKOBI CBIKI 1
3aMOpOK€Ha, pUOHI KOHCEpPBH, I1Kpa,
KpaboBi 1 puOHI MaTWYKU, KPEBETKH,
MOJTIOCKH, MTACTH 1 MAIITETH, PAKH.
Cup, cupkH, CHpPHI Macu 1 CHpPKH,
Cup i cupu OpuH3a, cvpu TBepAl 1 M'sKi, CHpHU 1
CUPKHU TUIABJICHI, CUPHI TTACTH.
bopomHo (TieHn4He, KUTHE, BIBCSHE,
rpedane), xmi0 OuInid 1 YopHUHU, XJTIOHI
NaJIUu4Ky, OyOnuku, OyJIOYKH, MEYHBO
TICTEYKA, CYLIKa, TOPTH.
Kpyna rpedana, 0IIOHO, TOJIOKHO,
Kpyna i niuacriBui Kpyna MaHHa, sS4YHA, MJIACTIBIl BIBCAHI
«I'epkymnecy.

Puba i puOHi npoayKkTH

Xuti0 i xJ1i000yJ1I04HI BUpPOOH
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bopomiHo coeBa, mNpomyKTH 13  COi
(3aMIHHMKM M'sica 1 T.H.), IIMPOKO
PO3MOBCIO/PKEHI Y  BEreTapiaHChbKOMY
Xap4yBaHHi, MON-KOPH.

Coesi npoaykTu

Siins Vci Buau senp
T'opixu VYci Buam ropixis
Husbkokanopiiini Hamoi 1 JKyBaJIbHI

AcnapraMm (Koja 1o €eBponeichbKii

. TYMKH 0 MICTATh IITYYHUN
kiaacudikanii E-951) YMEH, H M

M1JICOJIO/KYBay acrnapram

’KOBTUH CITUCOK (3acTOCOBYBATH 3 00MEKEHHSIMH)
OcHoBa nepestiky — KiJIbKICTh POAYKTY, 110 320€3MeYyY0Th CIIOKUBaHHS S0
mr @A

Mormnoko, kedip, Horypt (3 BMICTOM
o6iska He Outbin 2,8 /100 M) — 30 M
Mostoko 3ryiieHe 3 ykpom — 15 miu
Cxkonotunu — 30 mn

Cuposarka cupaa — 120 mu

Cwmerana-35 mi

Bepuiku 35% sxupHocTi — 45 mi
Bepuiku 10% >xuprocti — 30 mi

Mo10K0 i MOJIOYHI MPOAYKTH

Puc Bapenuii —45 r

Kykypym3sHa kpyma BapeHa (Mamayura)
-35r

KykypymasHi miuactiBii — 15 ¢

Kpyna i kpyn'sini BUpoOun

Kaprormns Bapena y myuaupi — 80 T
Kapromns-¢dpi abo cmaxenuit — 55 r

Yincu —45r
. KapTrommnsiHe mope mBHIKOTO TOTYBaHHS
OBoui 10 ¢

Kanycra konsopoBa Bapena — 30 r
Bpoxkomni cupa, Bapena — 30 r
bproccenbcbka kanycta. Bapena — 35 1.

Ixpa Gaknaxxanna — 60 T

Ixpa kabaukoBa — 50 T

ITrope —50 r

['opomok koHcepBoBaHuii — 30 r

OBo4eBi KOHCEPBH

3EJIEHUW CIUCOK
(IpoOAYKTH, 10 32CTOCOBYIOTHCH BUIBHO, aJie 1€ He CKACOBYE HEOOXiTHOCTI
00J1iKky cnokuBaHHsa DA)

DOpyKkTH i AroaN Cixi 1 KOHCEpPBOBaHI (abo
MPUTOTOBJIEHI B IYKpi)  (pyKTHU:
abpukocu, aifBa, aHaHac, AaneJIbCHHH,
KaByH, BHUHOTpaj, TrpaHar, TIpyli,
rperndpyr, ryaBa, AUHS, OKHUHA, 13I0M,
1HXUp (CBDKHIM, alie He CYIICHHI), KiBi,
MOJIYHUIlS, arpyc, JUMOH, MaJHHa,
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MaHro, MaH/JIapuHH, HEKTapHHH,
OJIUBKU, TEPCUK (CBLKHUH, aje He
CyLIEHUH), CMOpOJMHA CBIXka (YOpHA,
yepBoHa, Oina), TepH, YOPHHII,
YOPHOCJIMB, IIOBKOBHUILIS,  sI0yKa,
(GpYKTOBI cajiaTd, 3aIlyKpOBaHI SITOAM 1

bpyKTH.

OBoui i 3eJIeHDb

ApTUIIOK, OakIakaHu, OpyKkBa,
KaOaukH, Kpecc-caar, o1710- 1
YepBOHOKAYaHHA, Kamepcu, KOPHIIIOH,
nuOyig-mope 1  pimyacra, MOpPKBA,
OTipKH, TMAacTepHaK, MaTUCOHH, MEpPelb
(4uepBOHUM,  3€JEHUN,  KOBTHUH 1
’KOBTOrapsiumii), MOMIAOpH, METpyIIKa i
Oynp-sika 3€JIeHb, PEBIHb, pEIUC, pima,
Oypsik, cenepa, cajiar-jaTyk, rapoys,
benxenb, MapuHOBaHa IUOYJS, YACHUK,
OBOYI, 3CJICHbD.

Kpyna Ta 3epHoBi

bopomHO  pucoBe 1  KyKypym3sHE,
KpOXMallb TamiOKH, KYKYPYI3SHUN 1
KapTOIUISTHUH, TaIioKa, caro.

AKupu i oJii

BepuikoBa onist (BMICT xupy 82%, aine
HE MaprapyuHu 1 HU3BKOXKHPHA «OJis»,
10 MICTUTh CKOJIOTHHH), TIPsDKEHA OJis,
pPOCIIMHHI omii ycix BuAIB (piaki 1
TBEp/l), JApA (BHYTPIIIHIA CBUHSIYMMA
KUP), TIPSDKEHI KUPU  (SUTOBUUCHHM,
CBUHSYMI, Kypsuuii), call0 CBUHAYE
(tmur, ane He OEKOH).

Iykop i cosomoti

Ilyxop, ¢pykTo3a, IIIOKO3a, MOJOYHHIMA
IyKOpP, MAaJbTOAEKCTPUH, COJIOAOBHIA
€KCTPaKT, BApEHHs, KEMU, KOH(DITIOPH,
CUpPOIIM, M€, Mapmesaj, JbOJITHUKH,
Ipo3opa Kapamellb, IyKpoBa Barta,
(GpykToBE MOpPO3MBO  (3aMOPOXKECHUU
CiK), iepOeT GPYKTOBUH.

[TuTHa BOJa, y TOMY YHCIII OyTHJIbOBaHA
1 razoBaHa, MiHEpaJbHI BOJU, Ta30BaHI

Hamnoi .
Haroi (ajme He 3 acrmapTaMoM), COKH,
HEKTapu, Yau, YOpHa KaBa.

Pizue PeyoBuHU, 10 CTBOPIOIOTH keJe (arap-

arap, >OKeNaTHH, TMeKTWH, POCIHUHHI
CMOJIH — Kame/i), Xap4oBi
apoMaru3zaTopu 1 OapBHUKU (BaHUIb,
BaHUIIH, MUIJAaJbHA €CEHIIis, TepleBa
M'ata, mwadpaH), TIpudlls, 3amailHi
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| TpaBu, mepeus, crerii, orer.

¥YBara!
bananu, cyxoppykrn, 6000Bi 3HAUHO 30IBIIYIOTH HAIXOIKEHHS
(deninananiny. Bapro 00MexUTH IXHE CIOKUBAHHSA TUIBKHA OHUM MPOAYKTOM
i TUIbKM OIUH pa3 y JieHb, IePeBaKHO Y PPYKTOBUX 200 0BOYEBHMX CAJIATAX 3

YPaXyBaHHSIM 3MICTy B HUX OLIKAa.
3aB:KIU YBAKHO YUTANTE €THKETKY HA YIIAKYBAHHI.

3BepraiiTe yBary Ha BMicT OLJIKa B POAYKTI, )KMPY y BePLIKOBIii 0J1ii, 200 Ha
NPHUCYTHICTH acmapraMa. SIkmo 4iTki 3BeJleHHs BiICYyTHi, TO Kpaie

YITPHUMATUCH BiI[ HpI/lIlﬁaHHSI TAKOro nmMpoaykKry.

Honarok 11

710 YHi()iKOBaHOTO KIIIHIYHOTO TPOTOKOIY
MIEPBUHHOI Ta BTOPUHHOI (CHeIianiz0BaHO1)
MeM4HO1 tonoMoru «DeHIKeTOHypisi»

Jooamox 00 KniniuH020 POMOKOLY MEOUUHO20 002T50Y 3a 300POGOI0
UMUHOIO 8IKOM 00 3 POKi

OIUHKA ITICUXOMOTOPHOI'O PO3BUTKY JTUTUHHU PAHHbBOI'O BIKY

Bik, Emouii Ta

. Motopuxa Craruxa CencopHi peakuii Moga comiajibHa

Mic. MOBEAIHKA

1 dizionoriyHui Tounnae Tpumatu 3'ABIISIETHCA IMosiBa rymiHHS Pearye
rifepToHyc M’si3iB TOJIOBY IO JIEKIJIbKa | KOPOTKOTpHUBAJIC MOOZANHOKHMHU HE3aJIOBOJICHHSIM
3MEHIIYEThCS, XBWINH B PO3IIIaHHS 3BYKaMH Ha CHJIbHI 3BYKOBI
aTeTO30MOMIOHI pyXH TOPU30HTAILHOMY 30BHIIITHEOTO HanpHUKiHII Ta CBITJIOBI
KIHIIIBOK JI0 KIHIIS MOJIOYKEHHI, JIGKUTh | CEPEIOBHMIIA T CIyXOBE | MICSILIS, BAMOBJISE | MOAPA3HHKH.
MICSIIS 3TacaroTh. Ha XHUBOTI 30CepEeHKEHHSL. TOJIOCHI 3BYKH [NoGaumBmm
Bupaxeni 6e3yMoBHi HAIPHUKIHI MiCATIS. MDK «@» 1 «e». 00JIY4s1, HA MHUTh
pecdiexcn: 3yNHUHSETHCS HA
XOOOTKOBHI, HBOMY.
CMOKTaJTLHUMA,

XBaTaibHUNA, Mopo,
BabOkiHa, TOB3aHH .

2 Tloseprae ronosoto B [Tounnae Tpumatu TpuBana 30poBa peakiiss | Yacre, kopoTke Pearye ycMinkoro

pi3Hi OOKH. TOJIOBY JEKLTbKa 3a [PeIMETOM, SIKHI TYJHHS. Ha PO3MOBY.
XBIJIVH 1 B PYXaeThes. ®dikcye morysia Ha
BEPTHUKAJILHOMY 3ocepe/mkeHHs Ha 3BYK. 00y, sIKe
TIOJIOXKEHH. PYXaeThesl.

3 [TounHatoTh 3HUKATH Jlobpe tpumae YV BiAIOBIIH HA 3BYKOBI UYacre, TpuBaie Biamosizae
OLIBIITICTh TOJIOBY. MOAPA3HUKK Ta sICKpaBi | ryminds. [leprm KOMILIEKCOM
06e3yMOBHHIX TIPEZIMETH 3'SBILIETHCS CKJTaI0B1 TIOKBABIICHHS y
peduiekciB 30CEePEDKCHHS, aKTUBHA | JIAHITFOXKKHU «P-P- BiJINIOBITb HA
(motrykoBHiA, peaxitis. p» eMoIIiliHe
xo0oTKoBHii, baOkiHa, CIIUIKYBaHHS
XBaTaJIbHUK). CouiasibHa
TsrHeTscst 32 MOCMIIIIKA.
irparKoro.

Hopwmautizyerbest
M 'SI30BHH TOHYC.

4 3'SIBISIOTHCS B BeprukansHOMY Okpim viTkoi yBaru Ha | Yacre, TpuBaie, lomocue cmieTbes
CIIPSIMOBaHI PyXH PyK: | TIOJOXKEHHI 3BYK, IPEIMETH, CHiByYe T'YJIiHHS Y BiJIIOBib HA
Bce  Kpame  Oepe | 3'SBISIOTHCS Mepuii XapaKTePHUM € pi3HUMH 3ByKaMH. | eMOLiliHe
irparmiky. MIPOSIBU OTIOpU KOMIUIEKC MOXKBABICHHS | 3 SIBJISIOTHCS CIIOBECHE
IlosepTaeTbes i3 | Horamu. B TIpH 3ycCTpidi 3 3MHYHO-TYOHI 3BEPHEHHS.

CIIMHM Ha Oik. 3HUKae
OLIBIIICTH
0e3yMOBHIX

pedirexciB (Mopo,

MOJIOKEHH] Ha
>KUBOTI - BIIEBHEHA
oropa Ha
TePeIUTITdst

PIIHUMH JIFOBMH.
Brepiue nounnae
BITI3HABAaTH MaMy.
Posrsanae irpamky

MIPUTOJIOCHI «M,
0», BUKPUKH
pamocri.
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XBaTaJIbHUMH,
TIOB3aHHS).

B CBOIH pyIIi.

Iounnae noBepratucs | CroiTh pu Okpim Bce Oinbur wiTkol | Purmiuni Panie nuTusi, 6epe
13 CITHHM Ha YKUBIT. MiATPUMIL 3a peakii Ha 3BYKH, CKJIAJIOBI y Hei 3 pyk
TsrueTbest pyKoro 10 T IAIIKH, XapaKTepPHUM € OpajibHa | JIAHIFOXKKH. IrpallKy, pearye Ha
irpariky i TOpKaeThest CIMPAETHCS HA yBara Ha SICKpaBHi CTpOT'i Ta JIacKaBi
110 Hel. KIHYMKHY ITaJIBIIB. npeamer. [lepmri 1aToHari. ['omocHO
MIPOSIBU PO3IMTiI3HABAHHS CMI€TBCSI, KOJIH 10
CBOIX Ta Yy>KHX JIIOJIeH, Hel 3BepTaroThCA.
panicTh MpH MOSABI
IHIIOT JUTHHU.
AXKTHUBHO B nosnoxxenHi Ha Bce Ouibin agexBarHa banakanms: Emoui
MOBEPTAETHCA 13 ’KUBOTI CITUPAETHCS peaxiiisi mpu MosiBi TIOCJTiIOBHE mudepeHtilifioBaHi,
CIIMHHU Ha JKMBIT, Ha BUTSTHYTI pyKU Mmarepi, OaTbka Ta MpU€EAHAHHS TATHE PyKH, 1100
TTOYMHAE TIOBEPTATHCS | 200 MOBHICTIO qyXKO1 JIIOANHH. PI3HOMAaHITHHX B3SUTH Ha PYKH.

13 )KHBOTA HA CIFHY.
Xamnae

BIZIKPHUTI JOJIOHI.
IMounnae cigaru

Crinkye 3a irparkoro,
sIKa BIIajIa JOHU3Y.

BUPa3HUX CKIIAJIIB
13 3MIHOIO CHJIA

[o-pizHOMY
IIOBOJMTE cebe 13

LJIECTIPSIMOBAHO yepes TOBOPOT 3BYKY Ta BUCOTH 3HaOMUMH Ta
3aIMpOIIOHOBAHY HaOIK, CIPAOYHCh TOHY. HE3HAHOMUMHU.
irpariky, epekianae 3 | Ha pyKy.

OJIHI€T pYKH B iHIITY.

7 Jlexaun Ha CIIHHI, CuanTh 3 IPsSMOIO Hamaraetscs micratu IIponoskye Bxrovaetses B
IPAETBCS HOTAMH cnmHoo. [Ipn MPEIIMET, SKIIO 11e OanakaHHS. TPy, TOBTOPIOIOYH
(KOOP/IMHALTiS «PyKa- MiATPUMIIL 32 TYITyO, | MOMIIMBO 3pOOWTH, JIOPOCTIHX,

Horay). [Tepexnanae Ha TBep/iil OCHOBI 3MIHHBIIN MTOJIOKEHHS 3MYUHBIINCE.

irpaLKy 3 oHOro MIPY>XUHUTH Tina. INounHae BuMarati

Miclist Ha inmme, 3 pyku | (TAHIOE). yBaru camoi

B PYKy. OMM3BKOI JTIOMHA
(Haitgacrime
Marepi).

8 Xarrae kokHOIO pykoro | [ToB3ae Ha KHBOTI [Ipu BigmoBimHOMY Jo6pe nemeue, AnexBatHi
Mo KyOWKY i IOBUIBHO | (TO-IUTACTYHCBHKH, SIK | BHXOBaHHI IIOKa3ye SICHO BIMOBIISIE eMOIiHI peakii
TpUMaE iX HETPUBAIUH | TIOJIEHB), PYUKaMH «J10 3BYKH «0a»,«Ma», | y BIANOBIIb HA
yac. MIepPECTaBITIOUH NoOaYeHHs, «TOCi- «1a. CIJIKYBaHHSI.

BIEPE PYKH. TOCI», «JIAILYIIKW. Crocrepirae 3a

CaMOCTIIHO JIrae, KuBanHsM rojaoBu JISIMU THITHX

cimae, MIHIMAETBCS. | TIOKAa3y€e «TaK», iTeH, CMIETHCH,
3amepedeHHs KHi». Jereye.

9 3 pisHEMU irpamkamu | Posroiiayerbes Ha AnexBarHo BignoBigae | Yitke momBoeHHs | JIerko BcTymae B
MOXKe CaMOCTIIHO | pyKax i KOJIiHaX. JISIME Ha TIPOCTI CKJIaJIiB. KOHTaKT Ha
rparuca.  HaBmmcue | Cunuth BUIBHO. 3alUTaHHS Ta IPOXaHHs eMoliifHOMY,
CKUJA€ TIPEMET. [Mpu migrpumui 3a «J1ail MeHi JISUTbKY», irpoBOMy,

PYKH CTOITb. «MOCHIb TYT». 3HAE CBOE CIIOBECHOMY
iM's. Pearye Ha piBusix. [ToBTOproe
MY3UKaJIbHI 3BYKH i IHIINX JITEN.
TaHIFOBATBHIMH
pyxamu.

10 KimbkicTb MoxHa BecTH, Bce Ounbin Bupakeni Ta | 3'IBIstioThCS Tiepini | EMotiiHuiA cTaH
LIJIECTIPSIMOBAHUX PYXIiB |MITPUMYIOUH 32 OJIHY |30araueHi BKa3zaHi MPOSIBU. | CIIOBA, SKi TUTHHA | YiTKO MPOSBISETHCS
30iTBIIyEThCS: CKITamae  |pyky. [loB3ae Ha [oBTOpIOE PYyXH TOPOCIHX | pO3YMIE, B PI3HOMaHITHUMHA
TTpaMiaKy, Kiaie TTOBEPXHSX Pi3HOL «PO3MOBIISIE TIO CIIOBapHOMY 3araci |MIMIYHAMH pPyXaMH,
irpalku Ha Micre, BHCOTH, Oararo JIitel |TeneoHy», «IIOMilIye JIeKiJIbKa CIIiB. TOJIOCOBUMHU
3aKpUBAE SIIUKK T H. |CaMOCTIIHO cToATh,  |Kamry». CrieriabHo Kujae |Berymae B miamor,  |peaxuismu. Pearye
«[liHueTHui» 3axBar:  |MIATPUMYIOYMCH 3a irparky. MIpaBIJIbHE B Ha Bce HOBE,

Oepe MasleHbKHI Oy/b-SIKMiT IpEeMET. 3BYKOBOMY IUIaHi  |IMBYeThCs. [ paeTbest
IpeaMeT BUTATHYTUM TTOBTOPEHHS 3 JIITHMH OJIHIEIO
BKa31BHUM 1 BEJIUKUM BIZIOMHUX CKJIaJliB. IrparKoro.
TTAJIBLISMU.

11 «Ilunuesuin» 3axBar: IoB3ae Ha pykax i Buxonye npocti Bumorn | Kinbkicts Maxae pykoro Ha
3axBaTy€e MaJICHbKUH KOJIHAaX 3 Ta MPOXaHHSI. OJTHOCKJIaJIOBHX niporanHs. Pajyie
MpenMeT, MOAYIIEUKaMH | IepeXpecHOI0 Opi€EHTY€ETHCS B IOHATTSX | CIJIIB BUTICHSIETHCSL | IPUXOY JITEH.
3IrHYTOrO BKa3iBHOro i |koopauHariero. CTOITh | «<MOXKHa», «HE MOKHa», | JBOCKJIaJIOBUMHU. Bubipkose
BEJIMKOTO TTAJTBITIB. 6e3 omopu. Pobuts po3ymie 3a0opoH:«cunu | BxxuBae ciosa BiZTHOIIICHHS J10

KPOKH BIIEpeS, IPU THXO», «He bepm». Y CIIPOLLEHOTO JiTel.
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MATPUMIT 32 OOWUIBI | TUTHHU 3’ SBISIOTHCS BapiaHTy <L),
pyKH. nepi Apys3i, 3 IKUMA CHO3SD», SIS,
BOHA I'PAETHCSL.

12 Movke rpatucs XomuTh B3IOBK Buxonye Bce 0TI MogHuii 3anac 8- |IIpotsrye iHmii
irpalkaMu roiHy i MeOJIiB, TTpu CKJIaJTHI BUMOTH Ta 12 cmiB. JIMTHHI irpaliky,
Oisblie. HIATPUMIII 32 OJIHY MPOXaHHs1, PO3YMIIOUH TX. CYIPOBODKYIOUH 1€

PyKy, abo KinmpkicTs nposiBiB CMIXOM Ta JICTIETOM.
CaMOCTIiIfHO. peaktii Ha 30BHIITHE [ykae irpamky, siKi
CepesioBUILIEe 3axO0BaHi, 3a
30LTBIITYETHCSL. TIPOXaHHAM OOHIMAE
0arbKiB, MparHe
CXBaJICHHS,
MATBEPIKCHHS
CBOTO YCITIXY
OIM3BKOI0
JIFOIMHOIO.
OLIHKA IMCUXOMOTOPHOI'O PO3BUTKY AUTUHU APYI'OI'O POKY KUTTA
. . AKTHUBHa AKTHBHA . Emouii,
BixoBuii CencopHuii .
inTepBa MOBa MOBa POIBHTOK I'pa Pyxu HaBuuku couiaTbHa
rpaMaTHKa | 3anuTaHHSA NoBeliHKA
1pik1 |Pearye Ha I'oBopuTh OpienTyetbesi B | BinrBoproe B | Xomuth Camocriitno  IlosiBisieTbes
Micsill-  CXBaJICHHS MOABIHHI 800  BOX rpi pasirre TpHUBAIIO, HE 1CTh TYCTY DKy | CIIBIEPEKHBAH-
1pik3  abo 3ab0poHy. MMOOMMHOKI KOHTPACTHHX  3aBYCHI [Iii3  MPHCAIDKYETHCS, JIOKKOIO. HS, BTiXa.
Mmicani  Illyxae Ha CKJIAIH 31 BEJTITYMHAX, TpeIMeTaMi: | MiHs€e BukopuctoByeTh
MIPOXaHHS 3MICTOM. (opmax TOZIY€E JISUTBKY, | TIOJIOJKECHHSI TijIa, CsI CJIOBO Hi, HE
TIpE/IMET, T'oBOpHTH TPEIMETIB: HaHU3Y€E HaXWISETHCA, TIOTO/DKYIOUHCE.
SIKUM TUTbKA | OCMHCIIEH1 «BENHMKE» 1 KUTBLIS HA MIOBEPTAETHCS.
IO TPAJIMCh.  CJIOBA 3 IBOMa  «MAJICHBKE). CTEp)KEHb.
pi3HIMEI CHiBBIiIHOCHTE,
TOJIOCHUMU. TMIOPIBHIOE
BJIACTHUBOCTI
TpeIMeTiB. 3a
3pa3KkoM
JIOpOCIIOro 3 2-
3 KOIbOPOBHX
KYJIbOK,
KyOuKiB 0Oupae
npeaMer
oTpiOHOTO
KOJIEODY.

1pik4  Bigbupae Hasuae Opientyetbes B | Bimoopaxye | Ilepectymae CamocriitHo  Buxopucrosye

Micsami- | mpegMerwza | mpenMeru ta | 3-4 BTpl OKpeMi uepe3 MaIWuKy, iCTh piKy DKy  «rax». [lounHae

1pik 6 | neBHUMHU IIii BMOMEHT | KOHTPacTHHX | [ii, sIKi 9acTO  SIKa JIGKWTH HA  JIOYKKOIO. PO3PI3HATH pedi

MicAIIB  O3HAKaMH MPU  3alliKaBJe- dopmax croctepirae. | mimo3i (6e3 3a

CIIOBECHOMY | HOCTI. npemMeTiB (ky0, Bosuts 3a MATPAMKH). TIPUHAICKHICTIO
PO3yMiHHI. Ky, TIETIMHA, | MOTY3KY [epecrymae Ppi3HAM WiIeHaM
TIpU3Ma). MaIlNHKY, NIPUCTaBHUM 41 POIMHH:
Oymye MTOYEPTOBIM 0al0ycuHi
OYIMHOYOK 3 | KPOKOM 3 ITAJTHII OKYJISIpH,
KyOUKIB. TIPH TATPUMITE MaMHHa CyMKa.
32 pYKYy. Ilounnae
YBKHO
TPHAUBISTUCS Y
CBOE
300pakeHHS B
JI3epKai,
ineHTUdIKyE
Hioro 3 coboro.
1pik7 | Po3ymie Migygacrpu,  [udepenmiroe Bimoopaxye |Ilepectymae YacTkoBo JHomomarae B
MicsiniB | IUTaHHS CIIOBaMH Ta 3-4 popmu HECKJIaHI 4epes MKy,  3HIMae OAT 32 TPOCTii poOoTi
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- JI0pOCIIOTO JIBOCITIBHUMH | TIPEIMETIB, CIOXKETHI a0o meperikony  J0roMoror | (3a
1pik 9  mpo momii, iKi | peyeHHAMH OpIEHTYETBCA B | TIOOYZOBH -  BHCOTOIO 5 CM.  JIOPOCITHX THCTPYKITI€IO).
MicamiB  300pakeHi HA | BKa3ye CBOI [ii. KLUTBKICHHX TIEPEKPUTTS (aepeBuuky, | Imitye mii
KapTHHIII. XapaKTEepUCTHK  THUITy BOPOTA, TIaIKYy). JIOPOCIIHX 3
ax «bararo, XaTKH, OO0y TOBAMU
Majoy. JIABOUKH. NpeaAMETaMH.
1 pik 10 | Ciryxaroun IIpu [Tinbupae mo B rpi Ilepectynae YacTkoBO AXTHBHO
MicsiniB-  po3MOBizi CNUIKYBaHHI 3 3pa3Ky Ta CJIOBY  BiITBOPIOE 4epes MAIUII0  OIATaE OIAT  BHUKOPHCTOBYE
2 pOKH  JIOPOCIIOTO JIOPOCTIME 3-4 psn abo mepemkony  (depeBWukH, | xecTd. [octpa
po3yMie (0e3 | KOPUCTYETbCS | KOHTPACTHMX  IOCTIZOBHMX | BHCOTOIO 10 cM. | miamky, peaxuist Ha
TIOKa3y) Mofil, 3-X CIIBHUMH  KOJIbODH, JTUH. [IKApIIeTKH).  BIJCYTHICTH
SIKi 3HAHOMI, | PCUCHHSIMH, CYMIIIIIIA€ Marepi. JlntuHa
YSIBIISIE BKHBAIOUH TIpeZIMETH Ta iX MIOYHHAE
JIIOZIE. IMCHHMKM Ta ~ YaCTHHH 3a OIMCYBATH CBO1
3aiiMmeHHUKH. | (hopmoro, mii: S cigaro,
po3Mipom, MO ITparika.
KOJIbOPOM.
OLIHKA IICUXOMOTOPHOI'O PO3BUTKY JUTHUHU TPETBOI'O POKY KHUTTS
CencopHuii
. . AKTHBHA AKTHBHA PO3BHTOK Emouii,
BikoBuii .
. MOBa MOBa I'pa Pyxn Hasnuku coniajbHa
iHTepBan .
rpaMaTiKa  3amHTaHHSA MoBeliHKa
2 poxku-  ToBoputh ITounnae 3a 3pa3skoM I'pa mae Iepecrynae [ToBHicTio 3Ha€ YaCTHHU
2 poku CKJIaJIHUMH BXKUBAaTH CKJIaziae CIOXETHHI 0e3 MITPUMKH | OJATAETHCS, CBOTO
6 micsmiB | peyeHHSAMU CKJIaJIHI CKJIajH1 XapakTep. yepe3 NaIuIo  ICTh TiNa 1 Ha3uBae ix
Oinbine 3-x s THI reOMEeTpUYHi JuruHa YM MEPEIIKOy | aKypaTHO. (romnosa, ouli,
CIIiB. pEUeHHS. ¢irypu. ITin- BiOOpaxxye  BHCOTOHO 15 cMm. Hic).
Oupae 3a B32€MO3B'SI30K JuTtnHa Moxe
3pazKoM i TIOBiIOMHTH TIPO
Pi3HI IPEIMETH | TTOCIITOBHICTh CBiii cTaH.
4-X KOIbOPIB I 13
HaBKOJIMIITHBOT
0 JKHTTSL.
CamocriitHo
poOHTH IPOCTI
CEOXKETHI
moOyoBU Ta
Ha3MBacE iX.
2 poku 3'spistoteest | [losBis- B cBoiit TosiBisiroteess | Tlepectymae Camocriitno  3'SIBISETHCS
6 mic. - MTUTAHHS FOTBCS JUSUTBHOCTI €JIEMEHTH 0€3 MITPUMKH | OATAETHCH, PO3YMiHHA Ta
3 poxn «1e?», MTUTaHHS BIpHO POJILOBOI TPH.  Yepe3 MOXKE BUKOPHCTAaHHSA B
«Kyma?» «IOMy . BUKOPHUCTO- BBomuTh y rpy | maymiio 4n 3AIUITHY TH MOBI
KOy BYyE 3aMicTh TIEPETITKOTY TY/I3UKH, 3alfMEHHHUKIB
reOMEeTpUYHi cebe irpamky. Bucororo 20 3aB's13aTh <« «KMOEY,
¢irypu 3a [osBsroTbC | CM. IIHYPIBKH 3 «Th»,
NPU3HAYEHHSM | CKJIaIHi HE3HAa4YHOIO «TBO€». Mae ysiB
Hazugae 4 CEOXKEeTHI JIOTIOMOTOI0  JICHHS TIPO
OCHOBHI riepeOyIoBH. JIOPOCIIOTO. CTaTeBy
KOJBOPH. 3a 1011oMOro10 KopucTyeTbesi | HaleKHICTb.
TUTACTUITIHY, CEPBETKOIO.
OJTiBITA
300paxkye
TIpOCTi
MIpeIMETH

Ta Ha3UBac iX.
Mosxke rparucs
3 OTHOJIITKAMH
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Honatok 12

110 YHi(h1KOBAaHOTO KJIIHIYHOTO TTPOTOKOITY
MIEPBUHHOI Ta BTOPUHHOI (CIIeliaaizoBaHo )
MEIUYHOI TOTOMOTH «DEHITKETOHYPIsD»

Opranizauis gierorepamii

HieToreparmisi — MaToreHETUYHO OOIPYHTOBAHUM 1 HANOUIbII €(PEeKTUBHUI METO.
mikyBanHs kiacuuHoi DKV, OCHOBHOIO METOI SKOI € TOMEpPeIKEHHS PO3BUTKY
ymkomkenHs [THC, nmopymiens ¢i3udHOTO # 1HTENeKTYaaIbHOTO pO3BUTKY. HakonnueHuit
y Hammii KpaiHi BEIMKWW JTOCBIM MO OpraHi3allii JIKyBaJIbHOTO XapuyBaHHS XBOPUX Ha
®KY no3BonuB po3pOOMTH OCHOBHI MPHUHIMIM JIETOTEpamii, U0 JISMIA B OCHOBY
CTBOPEHHS BITUM3HSHUX CIICIIaTi30BaHUX MPOIYKTIB, HIO JO03BOJIAIOTH 3a0€3MEUUTH
notpebu MiTeii B OCHOBHUX XapyOBHX IHTPEOIEHTaX 1 €CCEHIIaNbHUX (aKTopax
XapayBaHHS.

Jlnst oprasizanii JiKyBaJbHOIO XapuyBaHHS OUTHHHU, XBopoi Ha DKV, HeoOxigHa
HAsIBHICTH CIIEL1aJII30BAHUX MPOJIYKTIB HA OCHOBI CyMilllei aMiHOKUCIOT 6e3 DA, 1110 €
OCHOBHUMHU JDKeperamMu OuIKa y €T, TOJIHEHACUYEHUX JKUPHUX KHUCIIOT, OUIBIIOCTI
BITaMIHIB 1 MIHEpPAJIbHUX PEUYOBMH, a TaKOK CHeIlali30BaHuX Oe30UIKOBUX 1
MajO0OIJIKOBUX TMPOAYKTIB HA OCHOBI KpOXMaJliB 1/a00 MaJbTOJIEKCTPUHY, IO
3a0e3MeuyIoTh y BIAMOBIAHOMY Billl €eHEPTeTUYHY IIIHHICTH PaIlioOHYy.

Pamion xBoporo Ha ®KVY OyayroTh 3a mpuHIMIIOM pi3koro oomexxkeHHs DA, 1o
HAJXOMUTh 3 DKer. 3 XapuyBaHHS BHUKIIOYAIOTh MPOAYKTH 3 BUCOKHMM BMICTOM OiJiKa
(BiamoBigHO 1 PA): M'sico, M'AscONpOAyKTH, pruba, pUOONPOAYKTH, CHp, siie, 0000Bi,
ropixu, mokonan Ta iH. [Ipunyctumo, B Ai€Ty HaTypajdbHI OPOLYKTH, TaKl SK >KIHOYE
MOJIOKO, IUTAY1 MOJIOYH1 cyMmimi (Juist AiTei y Bili 10 1 poky), oBoul 1 PpyKTH Ta AesiKi
1HII1 MPOAYKTU 3 HU3bKUM BMICTOM O1JIKa yBOJSATH BIJAMOBIIHO J0 MIJPaxXyHKY BMICTY B
Hux OA.

IIpu opranizauii xierorepamnii He00XiTHO BPaxXOBYBaTH:

- KIiHIYHY HOpPMY 3aXBOPIOBAHHS;

- piBeHb DA B KpOBI;

- BIK JUTHHH;

- HyTPUTUBHUH cTaTyC ((13UYHUIA PO3BUTOK);

- TOJIEPAHTHICTh AUTHUHU J0 XapuoBoro PA;

- KUbKicTh DA Ta HaTypaabHOTO 017K, OJIEPIKYBAHOTO 3 1KEIO;

- KUIBKICTh OCHOBHHMX Xap4OBUX PEUOBUH Ta €HEPTii B JIKyBaJIbHOMY PalliOHi.

[Ipu nmpu3HayeHH1 AIETH BAXJIMBUN 1HAUBIAYanbHUM 1 qudepeHIiioBaHUNA T1IX1T
710 BUKOPHCTAHHS CIELiaII30BaHUX 1 HATYPaJIbHUX MPOAYKTIB BIAMNOBIHO BIKY JTUTHUHHU.
HieTorepaniss moBMHHA OyTHM ToyaTa HE MI3HINIE MEPIIMX THUXKHIB JKUTTA JTUTUHHU.
Oco0nuBa yBara HaJaeThCsl Oprauizalii JiKyBaJbHOTO Xap4yyBaHHs JITEH MEPIIOro poKy
KUTTSL.

XapuyBaHHs 3a0e31euye OCHOBHI JKUTTEBI (PyHKINT opradizmy. Jlo HUX Hacamrepe.
NOTPiOHO BIJIHECTH PICT 1 PO3BUTOK, a TaKOK OC3yNMHWHHE BIJIHOBJICHHS TKaHWUH
(rmactiyHa poJib 1ki). 3 HKEI0 TOCTaBIAETHCS €HEPTisd, HEOOXITHA JIJIsl YCIX BHYTPIIIHIX
MPOLIECIB OpraHi3My, a TaKOX JUIsl 371MCHEHHS 30BHIIIHBOI POOOTH 1 mepecyBaHHS. 3
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DK€o TUTHHA OJEPKY€E PEUYOBUHU, 110 HEOOXIHI JIsl CUHTE3Y OpraHi3MOM 3'€/IHAHb, 1110
BUKOHYIOTh POJIb O10JIOTTYHHUX KaTajli3aTOPiB — PEPMEHTIB.

Jlnst 3niicHeHHs nuX (QyHKLIA y pI3HUX YMOBaxX OpraHi3My MOBHHHI JOCTaBISATUCS
MOKMBHI PEYOBMHHM BU3HAYEHOI SKOCTI 1 KUIBKOCTI. 3BIJICH BUIUIMBAE OCHOBHA BMMOTa
A0 PalioHAJBLHOI0 Xap4YyBaHHS — BIJMOBIJHICTh KUIBKOCTI 1 SIKOCTI 1ki moTpedam
opraHizmy. HeBUKOHaHHS 11i€] BUMOTH MPUBOAMTH JO BIJICTABaHHS POCTY 1 PO3BUTKY
JITeH, 10 pi3HOMaHITHUX 3aXBOPIOBAaHb Xap4YOBOi HEAJCKBATHOCTI.

BukoHaHHS OCHOBHMX 3aKOHIB XapuyyBaHHS OCOOJMBO BaXKJIMBE VISl 3pOCTAIOUOTrO
OpraHi3My: BIJICTaBaHHS y Ba3i Ta pocCTi, y (I3UYHOMY U TICUXIYHOMY PO3BUTKY,
BUKJIMKAaHE HEpaIliOHATHLHUM XapuyBaHHSM, HE MOKe OyTH BHIIPABIECHO KOPEKIIIEIO
XIMIYHOTO CKJIaAy 1K1 i 301IBIIEHHSAM 11 KUTBKOCTI Ticis qocsirHeHHs Biky 13 pokis. i
3MiHU BUSBIISIOTHCSI HEOOOPOTHUMHU.

B ymoBax mnpoBeneHHs Jie€ToTepanii HaWOUIbII BAaXXJIUBUM € 1H(OPMATUBHI
NOKa3HHUKHU 3a0€3MeYEHOCT] OpraHi3My OKPEMUMH MOKMBHUMH PEYOBHUHAMU, HA OCHOBI
AKUX MOXe OyTH 3/11iCHEHE HOPMYBAHHSI XapuyBaHHS JITEH.

3 MeTOI OOTPYHTYBaHHS XapyoBUX IMOTPEO JUTUHHM PO3MISIAIOTHCS KUIbKICHA 1
SKICHA aJICKBaTHOCTI XapuyBaHHS.

3 TKew OpraHi3My JOCTaBIS€ThCS BH3HAUYEHAa KUIBKICTh €HEpPrii, YKIaIeHOI B
XIMIYHUX 3B'SI3KaX OpraHiyHUX pedyoBUH. OCHOBOIO JiE HOPMYBaHHS HEOOXiIHOI B
KOHKPETHHX YMOBaxX J00OBOi KaJOPIHHOCTI paIlioHy € 3HaHHS 3arajbHOi BUTPATH
eHeprii TUTUHU 3a 1ed TepMid. ONTUMAaTbHUM € PAIliOH, KaJOPIHHICTh SIKOTO IIJIKOM
BIJIMOBIJIA€ EHEPTOBUTPATAM JUTSIYOTO OPTaHi3MY.

SlkicHa aleKBATHICTh Xap4yyBaHHS AiTell — BiANMOBIAHICTHL XIMIYHOIO CKJIAXY
ki morpedam 3pocrarodoro oprasizmy. [Ipu 3abe3meueHHi SKICHOTO Xap4ayBaHHS
HacaMIlepe]] 3BepTaeThCsA yBara Ha HE3aMIHHI, CYBOPO HOPMOBaHI IOYKMBHI PEYOBUHHU.
J1o HUX BITHOCATHCS O1IKU, €CCEHIIIAJIbHI CKJIaJIOB1 YACTUHU XapYOBUX JKUPIB, BITAMIHU,
MIHEpaJbHi COi 1 BOJA.

OcoOnuBe TMOJOXKEHHS 1€l TPyNnM OpPraHiyHUX 1 HEOPraHiyHUX 3'€HAHD
BHU3HAYAETHCS HACTYITHUMHM BJIACTUBOCTSIMH:

a) HEMOXJIMBICTIO YU OOMEKEHICTIO IXHBOTO CHHTE3Y B OpPraHi3Mi 3 1HITUX PEUYOBHUH;
b) BIACYTHICTIO OUIBIIOCTI 3 HUX Y JIEMNO, 3aBJISIKH YOMY TpHUBaje OOMEXKEHHS, a TUM

Ol/bIlle TIOBHE BUKIIIOUEHHS 1X 3 TKI HE MOXe OyTHM KOMIICHCOBAHE 3a PaXyHOK

3araciB OpraHizmy;

C) BUHUKHEHHSM TpU iXHROMY AE(IIUTI CUMIITOMIB XapuoBOi HETOCTATHOCTI, 3 SIKUX
0araTo siKi BUSBIISIOTHCS B KOPOTKUI TEPMiH.

Jlo 3aMIHHUX MOXUBHUX PEUYOBUH BITHOCSTHCS BYIJIEBOIM 1 HETIOBHOIIHHI KHUPH,
TOOTO XKUpPH, IO HE YTPUMYIOTh OOOB'S3KOBUX IHTPEIEHTIB (BUCOKO HEHACHUYECHHX
XKUPHUX KHCIIOT Ta KUPOPO3UMHHUX BiTaMiHIB). BOHM CHHTE3yl0ThCS B OpraHi3mi i B
CHEPreTUYHOMY BIJTHOIIEHHI MOXYTh 3aMIHATH OAWH OJAHOTO YU 3aMIHSTHUCS OlIKaMW;
BOHU MICTATBCS B JEMO, INIMPOKO TOMIMPEHI B IMPOMYKTaX XapuyBaHHA. ToMy BOHH
BITHOCSITBCSI IO YHCIIa He CYBOPO HOPMOBAHHMX ITOKMBHUX PEUOBHH. SIKIIO mepia
rpyna (He3aMiHHI) BUKOHYE TNEPEBaXXHO IUIACTHMYHY 1 KaTaliTUYHY pOJb, L0 Mae
HalBaKJIUBIIIE 3HAYEHHS Y (POpMyBaHHI 3pOCTAOUOro OpraHi3My, TO Jpyra (3amiHHI)
BIJTHOCUTBCS JIO TPYIIH OPTraHIYHUX CIOIYK, [0 3a0€3MeUyI0Th HOr0 EHEPTreTUKY.

47



IIpu pierorepamii 1000BMM pamioH AMTHHU NOBHHHMH MICTUTH K OCHOBY
nepm 3a Bce yci He3aMiHHI KOMIIOHEHTH B KiJIbKOCTAX, II0 3210BOJbHANTH
nmorpedam 3pocTaryuoro Opravizmy.

I numie BIACYTHA KUIBKICTh Kajlopid 3a0e3neuyeTbess 3aMiHHUMHU TOXKUBHUMU
pEUYOBUHAMHM — BYIJIEBOJAAMM 1 YAaCTKOBO HEMOBHOLIHHMMHM >KHpamMu (i CTapIiux
BIKOBUX rpyn aitei). Ilpu 1mpomy mepeBara BiJIA€TbCsl KOMIUIEKCHMM BYTJIEBOJAM,
noJiicaxapujiaM Ta MOHOCaXapuay - TJIFOKO31, SIK BYTJIEBOJLY, 1110 IIBUJIKO KUBUTh MO30K,
3 ypaxyBaHHSIM CyBOPOTO KOHTPOJIIO HOTO 00CsATYy.

VY niteir 3 OKY Haiiuacriie MOXIJIMBI KOJIMBAaHHS PYXOBOi aKTHUBHOCTI, IIIO
OPUBOJATH M0 3MIHM 3arajibHOi BUTPATH €HEprii. Y TakuxX yMOBaX 3MIHIOETHCS
CIIO’KMBAHHS 1K1 JITHbMU BIJMOBIAHO JI0 3MIHH 3arajibHOT BUTPATH €HEPTii, IPUIOMY, K
NPaBUJIO, 3MIHIOETHCS CIIOKMBAaHHS MPOMOpPIIHHE BCIX CKIAJOBHX I YaCTHH, XO0dYa
notpebda 3MIHIOEThCA TUIBKM B E€HEPreTMYHHX pedoBHHaX. Came 3a paxyHOK IuX
CKJIaJIOBUX YACTHH 1K1 1 IOUIJILHO 3MIHIOBaTH JICHHUH PaIlioH.

IIpakTuyHe pilieHHs1 JaHOI NpPo0JeMH MOJSATa€E B CTBOPEHHI PpauUioHiB,
NMPOAYKTOBUH CKJIAJd, IKMX MICTUTh MiIBHIIEHY KUIbKICTh He3aMiHHHUX NMOKUBHHUX
pPEeYOBHMH, IO € OAHMM 3 OCHOBHHX KPHUTEpiiB Npu miadopi cneniandizoBaHUX
MOKUBHMX 3aC00iB (MPOAYKTIB) 3acTocoByBaHuX Nnpu aierorepamii ®KY, ockiibku
0aTbKH HaBpPsiA 4 OyIyTh HiAPaxXOBYBATH, CKIILKH i SIKMX NPOAYKTIB NMOTPiOHO
AMTHUHI, 100 panioH MaB BCi He3aMiHHI MOKUBHI pedyoBuHM. CrieniajbHi NPOAYKTH
NPH HASIBHOCTI 302JIaHCOBAHOI0 CKJIATY, MAKCHMMAJIbHOI KUIBKOCTI aMiHOKHCJIOT, B
000B'SI3K0BOMY NOPAAKY NOBHHHI OyTH 30aradeHi IiHrpexiecHTamMmu: BiTaMiHAMHU,
MiHEpAJILHUMH pPeYOBHHAMM i MikpoeaeMenTtamu. Toai il y mMajileHbKOMY o00csi3i
AUTHHA OJEPKUTH yCi He3aMiHHI MOkUBHI peyoBuHHU. llell MpUHUMI NMOBUHHMIA
OyTH NOKJIaJICHUI B OCHOBY CKJ/IAIaHHA JIKYBaJIbHOI Ji€TH. /li€Ta He NOBMHHA OyTH
Ae(iuMTHOIO Y BiIHOIIEHHI HE3AMIHHUX KOMIIOHEHTIB 1XKi.

[lepeBara ¢popMyBaHHS palliOHIB MO JAHOMY HPUHITUITY IMOJISITAE€ TAKOXK Y TIM, 1110 B
JAHOMY BHUIAJKY CIPOIIYETHCS 3a/laya MO CKJIAJAHHIO PalliOHIB, IO PEKOMEHAYIOThCS
PI3HMM BIKOBUM TpynaMm JIiTeH, SKIIO B iXHIA OCHOBI Oyje TUIbKM Bce HeoOxiane. [Hmi
PEUYOBUHU MOXYTh TOTIOBHIOBATHCS (IO KaJIOPIAHOCTI, 110 BUMArae€rbcsl IS JTaHOTO
BIKY) MEPEBAKHO €HEPTeTUYHUMHU PEUOBUHAMM iKi. Y TaKui Croci0 MJIKOM yCYBa€eThCA
HeOe3Ieka BUHUKHEHHS! Xap4yoBOi HEJIOCTATHOCTI (SKICHOT) 1 3aXBOPIOBAaHb 3B'SI3aHUX 3
HEI0.

[Ipn oMy BMICT BYIJIEBOIB y paIliOHI CYBOPO KOHTPOJIOEThCA. HammuimikoBe
HAJXO/DKCHHS BYIJICBOJIIB B OpraHi3M pOOWTH paiioH He30aJlaHCOBAaHUM, MOXKE
BUSIBUTHCS HEJOCTATHIM Yy paIliOHl TiaMiHy, 110 IpUMae y4yacTb B 0OMiHI BYTJIEBOMIB. Y
KpOBI 1 ceul 3'BJIAThCS NPOAYKTH HEMOBHOIO IXHHOIO OKHCIIIOBAaHHS (IIPOBUHOTpaJHA
kuciora i 1H.). Ilpu nedimuri ByrieBoaiB, ocoOnMMBO (NP HEAOTPUMAHHI MPUHLUITY
MOCTYMOBOCT1) pI3KOMY 3MEHILIEHHI iX KUIBKOCTI B pallioHi abo TOBHIA IXHIN
BIJICYTHOCTI B 1Kl, MOX€ BHUHUKHYTH TIMOIIIKEMIS; KETO3, 4Yepe3 MOsIBY B KPOBI Ta
TKaHWHAX KETOHOBUX T (alleTOHY, 0€Ta-OKCIMAC/ISHO1 Ta alleTOOITOBOI KHUCIIOT), IO €
MPOJyKTaMH HEMOBHOTO OKHCJIOBAaHHS HUPIB Ta OUIKIB (KETOHOBHX aMiHOKHCIIOT).
OTxe, HE TUIBKH >KUPU <GTOpSIOTH» Y BYINIEBOAAX, ayne 1 OLIKMA, 30KpeMa Taki
aAMIHOKHUCJIOTH, SIK JI3WH, JICHIIWH, 130JICUIIMH, THPO3UH Ta 1H., IO MNPOXOASIThH IPHU
CBOEMY OKHCITIOBaHHI CTa/IIF0 KETOHOBUX 3'€THAHb.
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IloBHOUWiHHA JiikyBasibHA jgiera mias xBopux Ha DKY dopmyerbess 3 aBoX
KOMIIOHEHTIB — MEHI0 BereTapiaHChbKOro THUNY 3 BHKOPHCTAHHIM MaJIOOLIKOBHX
NPOAYKTIB XapyyBaHHSl Ta INMOACHHOI0 NPHUHAOMY JIIKYBAJBHOI0 HPOAYKTY Yy
BUIVIAAI CyMilli aMiHOKHCJIOT 200 rigpoJisariB 0ijika, 3 He3HAYHUM BMICTOM, 200 3
BigcyTHicTio @®A 3 J0odaBaHHAM BiTaMiHiB, MiHepPaJbHUX PEYOBHH TAa
MiKpOeJIeMEeHTiB, [0 B KOMIUIEKCi 3aMillyI0Th CO0010 HATYpPaJIbHUN OLI0K TXKi.

[Ipy nmpu3HaYeHH1 AIETH BXJIMBUN 1HAWBIAYaTbHUM 1 udEpeHIIHOBAHUN TI1IX1T
JI0 BUKOPUCTAHHS CIEHIAJIbHUX 1 HATypaJbHUX MPOAYKTIB BiANMOBIAHO BiKYy JUTHHH.
['irieHiyHl BUMOTH JI0 TIPOJYKTIB JUTSYOTO XapuyBaHHs, MapaMeTpiB OE3MEYHOCTI Ta
OKpeMHUX TMOKa3HUKIB X sKocTi 3arBep/pkeHi Hakazom MO3 Vkpainu Ne 696 Bin
06.08.2013 p.

CriemianbHI TPOAYKTH s niTe, xBopux Ha @KV, MOBUHHI BIAMOBIIaTH BUMOTaM,
10 3aTBEPKEHI 3a3HaYEHHM HaKa3oM Ta BPaxOBYBAaTU OCOOJMBOCTI MOTPEO OpraHizMy
npu HasiBHOCTI DKYVY.

VY Bili 10 1 poKy OCHOBHUM JIKEPEIOM MAKPOHYTPHUEHTIB y XapyyBaHHI 30pPOBOi
JTUTUHUA € KiHOYe MOJIOKO (200 eKBiIBaJIeHTHAa MOMY IO CKJIQJy aJalToBaHa MOJIOYHA
cymini). 3 BpaxyBaHHSM IbOTO, CKJIaJ CIEIialdi30BaHOTO MPOAYKTY, 110 3aMIIIA€ B JII€TI
xBopux Ha DKV nmitelt mepumioro poxky >KATTS YAaCTHHY >KIHOYOTO MOJIOKA, MOBUHEH
IparHyTH N0 <«30JO0TOT0 CTAHAAPTy» XapuyBaHHA ITUTUHU TPYJHOTO BIKY 1 OyTH
30aJIaHCOBaHUM T10 CITIBBIHOIICHHIO JI0 MaKpOHYTpHUEHTIB. lle cCIiBBiIHOIIEHHS
KOJTUBAETHCS TMPOTATOM TEPIIOTO POKY JKHUTTS, TOMY [UJIi MaKCUMAaJbHO ITOBHOTO
3aJI0BOJICHHS (D1310JI0TIYHOT MOTpeOM XBOPHX IIi€] BIKOBOI TPYIH, PEKOMEHIYETHCS
BUKOPHUCTOBYBATH B MPOMYKTI CIIBBIIHOMICHHS OUIOK : HUp : BYIJICBOJH, OJIM3BKE 10
1:1,9:4 mo maci.

3BaXaroud Ha Te, WO MICAA 7 POKIB JKUTTA, MOTpPeOM XBOPHUX y XKUpaxX Ta
BYTJIEBOJIaX MOXYTh OYTH 3aJ0BLJILHEHI 32 PAaXyHOK HHM3bKOOUIKOBMX 1 0€301JIKOBHX
IPOAYKTIB, @ TAKOXK POCIMHHUX OJIIH 1 HATYPAJIbHUX MPOIYKTIB, BKIIOUEHUX Y «3EJICHUM
CIIMCOK», KBOTa OUIKOBOTO IHTPEAIEHTY Y CHELialbHOMY MPOAYKTI (MEIWYHINA CyMIIlIl)
3pocTae, MPOAYKT MOXKE 3aCTOCOBYBATUCH OLIbII KOHIIEHTPOBAHUMU 1Mo OUIKY (Big 60 10
80 rpam 611ka Ha 100 rpam cyxoro mpoayKTy). AMIHOKMCIIOTHA CYMIIIl, PU3HAYCHA IS
xBopux Ha DKV crapmie 7 pokiB, cTae JKepesoM Oiika, a TAKOXK MIHEPaTbHUX COJICH 1
BITaMiHIB, HE MICTUTh KHUPIB, KIJIbKICTh BYIJICBO/IIB Y Hilf MIHIMAJILHO.

KinbkicHu# 1 SKICHUM CKJIaJl OCHOBHUX XapuOBUX PEUOBUH (MAKPOHYTPHEHTIB) y
CIICHIAN30BaHUX MPOAYKTaX JUISI XBOPHX BH3HAYAETHCS BIAMOBIIHO 10 BIKOBHX
dizionoriuaux motped xBopoi autuHu 3 OKY. YUepes 11e, CmiBBIIHOMICHHS OCHOBHHX
HYTPUCHTIB y TMPOAYKTax, IO PEKOMEHIYIOThCS, YCTAaHOBIIOIOTHCA IO-PI3HOMY B
3aJIEKHOCTI B1J BIKOBUX IPYIl XBOPHUX.

Honarok 13

710 YHi()iKOBaHOTO KIIIHIYHOTO TPOTOKOIY
MIEPBUHHOI Ta BTOPUHHOI (CHeIianiz0BaHo1)
MeIM4HO1 tonoMoru «DeHIKeTOHypisi»

METOJUKA PO3PAXYHKY IIOTPEB Y BUIKY HAHIEHTIB 13 ®KY 3A
PAXYHOK CIIEHIAJIBHUX ITPOAYKTIB
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BpaxoByroun, 1o 3aKymiBisl CHELIaJbHUX MPOAYKTIB JIIKYBAaJIbHOTO IIETUYHOIO
CIIOKMBAaHHS U1 XBOPUX Ha (PEHUIKETOHYPIIO 3a JEp>KaBHI KOIITH 3A1MCHIOETHCA Ha
M1JICTaBl MJIAHOBUX MOKA3HUKIB, JJIs1 PO3PAXYHKY MOTpeO y OUIKY CIliJl BAKOPUCTOBYBATH
Cranpaptai nokazuuku BOO3 B ramy3i po3BUTKY IDUTHHHU (TOOTO JOBXKMHA Tiia/3picT-
BIK, Maca Tij1a-BiK, Maca TUIa-JOBXKHHA Tijla, Maca TuUla-pict 1 iHaeke macu Tiina (IMT) -
BIK).

i ctangapTy MOKa3yrTh HOPMAIBHUIM PO3BUTOK Y AUTSYOMY Billl B ONTHMAIBHUX
HABKOJIMIITHIX YMOBax 1 MOXYTh OyTH BUKOPUCTAHI JUIsl OLIHKHU JITEH Yy BCIX MICISX,
HE3aJIEKHO BiJI €THIYHOI MPUHAJICKHOCTI, COIIATbHO-EKOHOMIYHOTO CTAaTyCy Ta BHY
ronyBaHHs (Broremensv Bcecsimuwvoi opeanizayii oxoporu 300pos’s 2007 poxy, 85:660-
7, 2007 pixk).

Memoouxa po3paxyHKy.

1.Bu3HaueHHA KIJBKOCTI O1JIKA ai€TH

1.1.Buznauenns Oinka B pamioni xBoporo @KV posmounHaeTbesi 3 BU3HAYCHHS
JOMyCTUMOT0 1000Boro 00’emy MDA, sIKuil 3a€KUTh BiJl BIKYy Ta MacH Tija AUTUHU. Lls
KiTbKicTh DA MOBMHHA HAAXOAWTH B OPraHi3M 3 HaTypaJbHUMHU MPOIYKTAMH, Y TOMY
YuCIl JUISl IT€d MEepIIOro POKY JKUTTA 13 MOJOKOM Marepi, 3aMIHHUKAMH TPYAHOTO
MOJIOKa, CIIEL1aT130BaHUMHU JUTSYUMHU CyMIILIAMU [TPUKOPMY.

B nmieronorii @KV 3arainbHOBHU3HAHE MOJIOKEHHS

50 mr ¢eninananiny = 1 r Oinka,

110 JJa€ MOKJIMBICTh BU3HAUYMTHU KUIBKICTh HaTypaJbHOrO OL1Ka, SIKYy XBOPUH MOXKE
0e31e4YHO OTPUMATH 3 HaTypaidbHUX NpoaykTiB. [Ipunyctuma kuibkicte @A Ha 1 Kr Baru
T1J1a NalieHTa npuBejeHa y Tadnuisax 1 ta 2.

[punycruma kinbkicts PA Ha 100y (Mr) = [IpunycTuma kinbkKicTh @A Ha 1 Kr Baru Tijia
namgieHTa (Mr) X Bara Tijia nauieHTa (Kr)

IIpunycruma Kinbkicts @A Ha 100y (Mr)

= KiJIbKicTh rpam 06ijika 3a paxyHOK
50 3BMYaliHUX NPOAYKTIB HA 100y

1.2. 3rizHo HOpM 3abe3nedeHHs (Tabmuil 3 1 4) BU3HAYaeThesl oTpeda y OUIKY B
JI€Hb.
1.3. BuzHauaeThCsl KUIBKICTh O1JIKa 32 paxXyHOK CIELIAIbHOTO MPOAYKTY:

Jo0oBa kinbKicTh 6is1Ka (T) — 0i10K MPUPOAHMX NMPOAYKTIB () = rpam 6ijKka 3a paxyHOK
(3ara;ibHa) creniajibHOro MPOAYKTY
Ha 100y
1.4. Po3paxyHOK KUIBKOCTI OlJIKa 32 paxyHOK CHEI[laIbHOTO MPOAYKTY IMOTPiOHO
npoBoauTH Ha MicsuHy mOTpeOy (ymoBHO 30 naHiB). [loka3HMKM TIEHTWICH CIij
npuiiMaTi 3a cepeanim crangaproM BOO3 ( 50 yenmuns, Median).
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1.5. ITorpeba y O1Ky 3a paxyHOK CIELIAIBHOIO MPOAYKTY Ha PIK PO3PAXOBYETHCS
[UISIXOM PO3PaxyHKY CEpeIHbOI MOTPeOu Olnka B JIEHb 3a PIK KUTTA (IPyruid, TPETiH,

YETBEPTUN PIK KUTTA AUTUHM 1 T.JI.) IOMHOXKEHOT Ha 365 NHIB.

Ipunycruma KijbKicTs @A B XapuyBaHHi JiTeid,

xBopux Ha PKY nepuioro poxy Kurrs

Bik nireit

Kinbkicte DA

(Mr/Kr Macu Tijia Ha 100Y)

B1x 0 10 2 MICAIIB 90-60
2-6 MICAIIIB 55-45
6-12 micsamiB 40-35

[Ipunycruma KinbkicTh QeHinanaHiHy B XapuyBaHHI AiTei,
xBopux Ha @KY crapme poky

Bik giTeit KinbkicTs geninananina
(pokn) (Mr/kr Macu Tijia Ha 100Yy)
Bix 1 mo 2 35-30
Big 2 no 3 30-25
Big 3 mo 5 25-20
Big 5 no 7 20-18
Bix 7 no 10 18-16
Big 10 go 11 16-15
Big 11 no 18 i crapmie 15-10

Jlo6oBa moTpeda TUTAYOT0 HACeJIeHHs B OiJIKkax, :KUpax,

BYIJIEBOJAX TA eHeprii

Taomaunsa 1

Taoauusa 2

Taoauns 3

.Bnc. Enepris, kxkaju/ buiok, JKupw, /e | Byraesoxu, r/kr
(MicsaAliB) KT I/Kr

0-3* 120 2,2 6,5 (0,7**) 13

4-6* 115 2,6 6,0 (0,7*%) 13

7-12* 110 2,9 5,5 (0,7%%) 13

* IIna oimeit 0 - 12 micayie soccumms nompeba nasedeHa 3 po3paxyHky Ha 1 kinoepam macu mina.
**(),7 - 00608a nompeba 6 onii (3 po3paxynxy Ha 1 Kinoepam macu mina)

Tabauus 4
Hopmu ¢isioJioriunoi norpedu B 0CHOBHUX Xap4Y0BUX PE4OBHHAX i eHeprii
JJIs1 liTel cTapiie poKy™
Bi Emnepris, Bisok, Kupwu, Byriesonu,
IK
KKaJI r/1eHb r/1eHb r/1eHb
1 - 3 poku 1540 53 53 212

51



4 - 6 pokip 2000 65 58 305
6 poKiB (yuH1) 2200 72 65 332
7 - 10 pokiB 2400 78 70 365
11-13 poxis 2800 91 82 425
(XJI0TTYHKH)
I1-13 poxis 2550 83 75 386
(miB4aTka)
14 - 17 poxis 3200 104 94 485
(roHaKH)
14 - 17 poxin 2650 86 77 403
(miByara)

* - giamoBizHo 10 Hakazy MO3 VYkpaiau Ne 272 Bix 18.11.1999 p. «IIpo 3arBepaxenns Hopm dizionoriunux
noTped HaceJeHHs] YKPaiHM B OCHOBHHMX XapYOBHX PeYOBHHAX Ta eHeprii»

Ck1azioBy MiHEpaJIbHO-BITAMIHHOTO KOMILJIEKCY CJIiJl OILIIHIOBAaTH IO BiJHOIICHHIO
JI0 HOpM 3a0e3MeueHHs MOXKUBHUMU pedoBrHamu 3rigHo Hakazy MO3 Vkpainu Ne 272
Bix 18.11.1999 p. (Tabmuii 5 Ta 6).

Tabauus S
/lo0oBa moTpeda IUTAYOr0 HACEJICHHS Y MiHEpAJIbHHUX PeYOBHHAX.
BikoBa Ca, P, Mg, Fe, Se, Cu, Zn, J,
rpyna Migirpamis | miirpamis | Misirpamis | minirpamis | Mmikporpamis | Mislirpamis | mitirpamis | Mikporpamis

0 - 3 micsmi 400 300 50 4 10-15 0,3-0,5 3 40
4 - 6 micsiiB 500 400 60 7 10-15 0,3-0,5 4 50
7-12

A 600 500 70 10 10-15 0,3-0,5 7 60
MicsiiB
1-3 pokn 800 800 100 10 10 - 30 0,3-0,7 10 70
4 - 6 pokiB 800 800 120 10 20 1,2 10 90
6 poxie 800 800 150 12 30 1,5 10 100
(y4Hi)
7 - 10 pokiB 1000 1000 170 12 30 1,5 10 120
11-13
POKiB 1200 1200 280 12 40 2,0 15 150
(XJIOMYUKH)
11-13
poKiB 1200 1200 270 15 45 1,5 12 150
(niBuaTka)
14-17
POKiB 1200 1200 400 12 50 2,5 15 200
(roHakm)
14-17 1200 1200 300 15 50 2,0 13 200
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poOKiB
(niBuara)

Taoauus 6.
JoGoBa moTpeda AUTAYOr0 HaceJIeHHsl Y BiTamiHax.

BikoBa rpyna A, D, E, K, Bi,Mmr | By, mMr | Bg, mr Posar, Bo, PP, Mmr c

MKI MKTI Mr MKTI MKTI MKTI Mr

0 - 3 micsmi 400 8 3 5 03 04 04 25 0,5 5 30

4~ 6 micain 400 | 10 4 8 04 0,5 0,5 40 0,5 6 35

7~ 12 micauis 500 | 10 5 10 0,5 0,6 0,6 60 0,6 7 40

1 -3 pokn 600 | 10 6 15 0,8 0,9 0,9 70 0,7 10 | 45

4 - 6 poxis 600 | 10 7 20 0,8 1,0 11 80 1,0 12 | 50

6 poxis (yuHi) 650 | 10 8 25 0,9 1,1 12 90 12 13 | 55

7- 10 pokis 700 | 2,5 10 30 1,0 12 1,4 100 14 15 | 60

I1- 13 poxis 1000 | 2,5 13 45 1,3 1,5 1,7 160 2,0 17 | 75
(XJIOITYHKH)

11 - 13 poxis 800 | 25 | 10 45 11 13 1,4 150 2,0 15 | 70
(miByaTKa)

14 - 17 poxis 1000 | 25 | 15 65 1,5 18 | 20 200 20 | 20 | 80

(TOHAKH)
14 - 17 poxin 1000 | 2,5 13 55 12 1,5 1,5 180 2,0 17 | 75
(niByara)
Honartok 14

10 YHI(pIKOBAHOTO KJIIHIYHOTO MTPOTOKOITY
MIEPBUHHOI Ta BTOPUHHOI (CIIeL1aai30BaHo1)
MeIUYHOI oroMoru «DeHiTKkeToHypis»

Hiemuune nikyeanna npu amunogoi gpopui ®KY

Jlns BapianTiB HegocTaTHOCTI BH4, siki mpu3BoasaTs 10 I'DA, moTpiOHO 3HMKEHHS
abo nHopmanizauis piBas @A B kpoBi. Tomy /g namienta 3 HegocraTHicTio BH4, sxoro
HE MOXXHA HaJIS)KHUM YMHOM JIIKyBaTH NUIsIXOM 3amimennss BH, (Hanmpukian B kpainax,
ne BH. HepocTynmHuil 171 TEepanmeBTUYHOTO BUKOPUCTAHHS, a00 JJis TAllI€HTIB 3
HenoctatHicTio DHPR), mnoBuHHa BcTaHOBMIOBaTHCS Jomyctuma jgo3a DA, 3
MJIaHyBaHHSIM e(EeKTUBHOT, 1HIUBIAyal130BaHO1 JIIETU 3 OOMEKEHHSIM crouBaHHSI DA 1
3 BUKOPUCTAaHHSAM J100aBOK, 10 He MicTaTh DA. YV marmienta 3 HemoctaTtHicTIO BHy,
UMOBIpHO, criocTepiraeThes Aeskuil cuaTe3 BH4, Tak sk 17151 pO3BUTKY 10y MOTPIOHO
el KopakTop.

Opnnak piBHi DA, 110 BBaXAIOTHCS NPUHUHATHUMH 71 marieHTiB 3 OKY, MoxyTh
OyTH 3aHAATO BHUCOKMMH IS TallleHTa 3 HemoctaTHicTio BHas: gocuts ckmamHo
HOpMaJizyBaTH 1iepedpanbHi piBHI BH4, ToMy 1110 Oy/b-sike TiABUIIIEHHS 1IEpEOpaIbHOTO
DA Oyne moeTHYBaTHCS 3 BXKE MOPYIICHUM METab0Ii3MOM HEHPOTPAHCMITTEPIB. 3 Mi€i
NPUYUHA TIepen0avyaeThesa, IO Tpu HemoctatHocTi BH. gieta 3 oOMexeHHsIM
cnoxkuBaHHsd DA Mae Oyt cTporow, o0 mATpuMyBaTH piBeHb DA B KpoBI B
HOPMaJIbHUX MEXax a0do sKoMora OJmK4e 0 HUX.

Henocratnicts donary (dhomieBoi KUCIOTH) MOXKE 3HWKYBATH NipuaaTHicTe BH 4 aiist
BUKOPHUCTAaHHS, TOMY (QoJlaTHE 3aMillleHHsS MO)KEe 3pOOUTH CHPHUSTIWBUN BIUIUB HA
nanieHTiB 3 HepocratHicTio BH4. ®onat metabosni3yeThcsi B CBOi O10JI0TTYHO aKTHBHI
dbopmu (Tetparigpodonar 1 S-metinretpariapodonar) 3a JIOTIOMOT OO
murinpodonarpenykrasu (DHFR). Onnak DHPR Bumarae miarpumku ¢onary 8 [HHC B
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1ioro 010J10rTYHO aKTUBHOI, CKOpo4yeHoi Gopmi, Ae piBHI DHFR € Hu3pkumu (y nauieHTiB
3  DHPR BuMmaraetrbcsi  BUMIpIOBaHHA  piBHA  S-MmeTuiTeTpariipodonara B
nepedpocHiHagbHIM PIAMHI 3 METOIO KOHTPOJIIO 3a HEeOCTaTHICTIO (oraTy). BianosiaHo
710 1IbOTO, (hoaTHE 3aMIIICHHS Ma€ JOCATATUCS IUIIXOM BBEACHHS (DONIHOBOI KHUCIOTH
(JIetikoBopina), sika He BuMarae DHFR nns meperBopeHHs B 010JI0T1YHO aKTUBHHIMA
penykoBanuit osat. BcranosieHo, 1mo y namieHTiB 3 HegoctatHicTio DHPR, nikyBanHs
3a  J0mOMOror  (OJHOBOI  KHCJIOTH  TOJBOKOE  IUPKYIOro4Ul  piBHI  L-3-4-
riipokcideHisiajaHiHa Ta I1HIIMX CIOJNYK, ACOLIMOBAaHUX 3 CHHTE30M MOHOAMIHOBHUX
TPaHCMITTEPIB.

Honartok 15

10 YHI(IKOBAHOTO KJIIHIYHOTO MPOTOKOITY
MIEPBUHHOI Ta BTOPUHHOI (CIIeLiaai30BaHo1)
MeIUYHOI 1oroMoru «DeHiTKkeToHypis»

AJITOPUTM NpOBeIeHHSA 3-X ICHHOI'0 TeCTY HaBaHTa:KeHHs 3 BH,

1. HeoOxigH1 BUX1IHI JaHHI:
* Kouuentpartiss @A > 6,6 mr/% (400 MmxmoJib/11)
* TlocTiline HaAXOMKEHHS OLIKY Ha MPOTS31 TECTY
e BiacyTHicTh rocTporo iHQEKUiitHOro MpoLecy
2.Jlo3yBaHHS:
* 1-i1 nenn: 6e3 npuitomy Canpontepuny (KyBan)
e 2-ii neHb: 20MI/KT per os.
e 3-if nenb: 20MI/KT per os.
3.3a06ip KpoBi Ha MPOTS31 TECTY:
e 1-it nenb: 0 roguH, 8, 16 u 24 roauHM (3 METOIO BU3HAUEHHS piBHS DA,
TUPO3UHY, O10NITEPUHY )
e 2-ifi nenb: 0 roguH, 8, 16 u 24 roauHM (3 METOIO BU3HAUCHHS PiBHSI DA,
TUPO3UHY, O10NTepUHY)*
e 3-i1 nenb: 0 ronuH, 8, 16 u 24 roguHu (3 METOIO BU3HAYCHHS piBHS DA,
TUPO3UHY, O10NTepUHY)*
*(0 romuH 2 aus = 24 roguHu 1-ro aHaA, a 0 roguH 3 AHS = 24 rOAMHHU 2-10 THS

InTepnperanis Tectin

1.TecT BBa)kaeThCS MOBUTUBHUM, SIKIIO KOHIEHTpallisd DA 3HWKAETHCS MIHIMYM Ha
30% B 16-24 ronuHi TecTy Ha 2-i1 Ta 3-i1 1€Hb.

2.He3HauHe 3HM>KEHHSI KOHUEHTpawii @A MOKe CIIOCTEPIraTucs BiKe MiCIs
3aKIHUYCHHS 8-01 TOJIUHU TECTY.

3.Penyxkiiis konuentpaiii @A menmr unM Ha 30% cBiquuTh TIpo BiACYTHICTE BH4
3aJIEKHOCTI.

4.1ToBua BHy3anexHicTh — TECT ITO3UTHUBHUI HA 3 JIEHE.

5.4kmio criocTepiraeThes 3HWKEHHsI KOHIIeHTpartlii @A Ha 2-i, a He Ha 3-i1 IeHb -
TECT BBAKAETHCA HETAaTUBHUM 3 TOUkH 30py BH4 3anexxHocTi.

Cxema qu¢epenuiiiHoi fiarHocTuKU aTunoBux popm OPKY
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Tect HaBanTakenus 3 BH,
(2 x 20 mr/kr)

HeonaranbHuM CKPUHIHT
Busnauenns pius @A (OA/Tup>2)

— —

YyrauBui

BusnaueHHs piBHA

— e ———8

BusnauenHs piBHsA

He uyrimBuii
Krnacuuna ®KY Henocratnicts BH,4 NTepiHiB DHPR
DA (xpoB abo ceua) (cyx1 MIsIMH KpOB1)
KonTpoas Henocrar- Henocrar- Henocrar- Henocrar-
DKY nicte GTPCH nicts PTPS Hictb DHPR nicts PCD
N*=n; B*=n N=; B=| N=1;B=| N=n; B=1 N =n{; B
*N — neonrepn,* B - GionTtepun

Metonm nikyBanHs pi3HuUX (popM HegocTaTtHOCTI BH..

Jonarok 16

710 YH1(1KOBAHOTO KJIIHIYHOTO ITPOTOKOITY
MEPBUHHOI Ta BTOPUHHOI (CIIeIiai3oBaHo1)
MeIMYHOT oroMoru «DeHTKeTOHYpisi»
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CranaapTtHi TepaneBTHYHI

nexocratHicts GTPCH

Myrauis BTPy9ANES InridiTtopm i aronicTu
» L-3-4-ringpokcideninananin (1-| » Cenirinin
15 mr/xr/mo0y) ** (0,1-0,3 mr/kr/mo0y)
» Kapbigomna » Ilepromin
GTPCH » S-rigpokcurpinrodan (1-9 (0,006-0,75 mr/kr/mo0y)
MT/KT/100y) *** » BpomokpunTiH
» BH. Camponrepin (KyBas - 5- (0,25-0,5 Mr/xr/mo0dy)
10 mMr/kr/m00Y) » EnTakanon
(30 Mr/kr/mo0y)
» L-3-4-rigpoxkcideninananin -
DRD/ayrocomHo- (1-12 mr/xr/no0y)
JOMiHAHTHA » Kapb6imzona

PTPS (serka ¢opma)

Campontepin (KyBan - 5-10
MT/KT/A00Y)

PTPS (Baxkka ¢popma)

» L-3-4-rinpokcideninananin
(1-15 mr/kr/**

» KapGigomna

» S-rigpokcutpintodan (1-9 mr/
KIr/mo0y)***

» Canpontepin (KyBan - 5-10

» Cemnirinin (0,1-0,3 mr/kr/mo0y)
» Ilepromin
(0,006-0,75 mr/kr/no0y)
» BpoMoKpuUnTHH
(0,25-0,5 Mr/xr/mo0y)
» Entakanon

DHPR

MI/KT/g00Yy) (30 Mr/kr/mo0y)
» L-3-4-rigpokcideninananin » Cenirinin (0,1-0,3 Mr/kr/no0y)
(1-15 mr/kr/moby) ** » Ilepromin

» Kapbingomna

» S-rimpokcutpinTodan
(1-9 mr/kr/poby)***

» doninoBa kuciaoTa
(5-20 mr/no0y)

» JlieTta 3 0OMEKCHHSIM
cnoxxuBanHs GA

(0,006-0,75 mr/xr/no0y)
» BpomokpunTiuH
(0,25-0,5 Mr/kr/no0y)
» Enxrtakamon
(30 mr/kr/no0y)

SR

» L-3-4-rinpoxkcideHinananin
(1-10 mr/kr/mo0y) ****

» Kapb6inomna

» S-rizpokcutpinrodan
(1-9 Mr/kr/mo0y)****

PCBD

Camponrepin  (KyBan - 5-10
MI/KT/A00Y)
TinbKM HOBOHAPOIKEHI, JUISl BIKY

Oimpiie 1 poKy JIKyBaHHS He

* - 3 pO3MOIiIOM T000BOT 1031 Ha 3 IPHIHOMH

Jlo3u nesKuX TPaHCMITTEPHUX TMOMEPEIHUKIB 3MIHIOIOTHCS 3aJI€KHO BiJ BIKY

TaKHMM YHMHOM:

** L-3-4-rigpoxkcideHinananid (s MiATPUMKHA CUHTE3Y JodaMiHy 1 HOpaapeHaIiHy

[HOpeninehpuHy|:

* 1-3 mMr/kr/no0y y HOBOHApOIKEHUX
* 4-7 Mr/kr/no0y s BiKy MeHII 1-2 poku
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* 8-15 mr/kr/go0y muis Biky Oubie 1-2 poky
k4% S-rigpokcutpinrodad (A1 MiITPUMKH CUHTE3Y CEPOTOHIHY):
* 1-2 Mr/kr/no0y y HOBOHApOIKEHUX
* 3-5 Mr/kr/no0y 115 BiIKy MeHII 1-2 poku
* 6-9 Mr/kr/no0y s Biky Ouiblie 1-2 poky
*ask L-3-4-rigpokcideHinananii:
* 1 -3 Mr/kr/no0y y HOBOHapPOKEHUX
* 4-10 mr/kr/go0y juist Biky Oinibine 1-2 pokiB

CarmpornitepiH € CHHTETUYHOIO (hOPMOIO MIPUPOIHO 3ycTpiuaeMoro kodaktopy BH..
Xoua 13-3a BiacyTHOCTI nedinuty ennorennoro BH,, neski nmarientu 3 gedinurom OAT,
y SKHX € SKach 3aJHINKOBa (PEpMEHTATHBHA AaKTUBHICTh, pPEaryiOTh Ha MPUHOM
Camponrepiny miaBuieHHsIM metabonizmy @A B TUP. Mexani3zm 3a 10OMOTOO SIKOTO
3anuiikoBa akTUBHICTE DAL’ minBullyeTbcs € HesicHuMm, ane BHis Moxe nmisitu sik
(dbapMakolIOTIYHUN IIANepoH, 110 NPUBOJIUTHL JO TMOKpalleHHs Moaudikamii Ta
MIJBUIICHHS CTaOUIBHOCTI MyTaHTHoro Oinka. Ilpubmuzno 25-50% mnarieHTiB 3
nepiuurom DAIT pearytots Ha Canponrtepid. [lamientu 3 nerkum nedimurom DA
MalOTh BEJIMKY WMOBIPHICTh IMO3UTUBHOrO €(EKTy BIJ JIIKYBaHHS, 10 OOYMOBIIEHO
HAsBHICTIO JIEAKOI KIJTBKOCTI CTaOUIbHOTO Olnka misa ¢dyHKIioHyBaHHS CamponTepiHy.
[IpoTe, HEe3HAUHA peakilis CIOCTEPIraeThCs HABITH Y MAIEHTIB 3 MOBHUM ACHIIIUTOM
®AI. CamponrtepiH 3a3BUYail NMPU3HAYAETHCS OJIMH pa3 Ha JIeHb B J03yBaHHI 5-200
mr/kr. HaifmommupeHniiie BUKOPUCTOBYBaHE JO3YBAaHHS IS MOYATKy 1 mMiATpUMKHU - 20
mr/kr. [1iq yac KITHIYHUX DOCTIIKEeHb HE OyJI0 BUSBIECHO CEPHO3HUX MOOIYHUX €(EKTIiB
Camponrepina. [lo mowarky mikyBanHs CamponTepiHOM, CJiJi MPOBECTH aHaJi3 Ha
peakuito marienta. Taki JOCTIIKEHHS MPOBOAATHCA B €BpOMi MiJ Yac MOYATKOBOI
niarHocTuky, ane B Crnonydenux Illtatax Takoi mMpakTUKU HeMae. SKIIO TOCTIKEHHS
MIPOBOANTHCS B PAHHHOMY JHUTHHCTBI, TO PEKOMEHAYEThCS 3HWKCHHS pPiBHIB DA
cnoyatky 110 480-600 Mxmosb/a. CanponTepiH BUKOPUCTOBYEThCS Y Billl 10 4 -X POKIB
npu nedinuri GALT 1 11 maiieHTiB 3 MOPYLIEHHSAM CUHTe3y OionTepiHa. Peakuis Ha
npuiiom CanponrTepiHa 3a3BHuYail BU3HAYAETHCS OTPUMAHHSAM IMOKAa3HHWKA CEPEIHBOTO
piBHs DA B KpOBI B JIeHb MOYATKY JIIKYBaHHS 1 IMOTIM MMOYMHAIOYU 3 IIOJACHHOI 103U
Camnponirepina 20 mr/kr. JonatkoBi piBHi DA B KpOB1 MOTIM BU3HAYAIOTHCA PETYISAPHO,
3a3BU4ail uepes 24 ronuHM, 1 THXKIEHb, 2 THXKHI, a B JICIKUX BUMAIKaX 3 a00 4 THXKHIB.
JocnimxenHs npu go3ax < 20 MI/KT HEJOOIIHIOE CTYIIHb PEAKIIil 1 He PEKOMEH Ty €ThCS.
3nauHe 3HIWKEHHS DA B KPOBI OUIKYETHCA Y THX, XTO pearye, SiK TUIBKU JIIKYBaHHS
PO3IMOYATO 32 YMOBH, IO JII€TA 3AJUIIAETHCS HE3MIHHOIO Ha BECh TIEPIOJ] TOCITIIKEHHS.
Jlyig BU3HAYEHHS TOTO, 110 Ja€ 3HAUYHE a00 CIPUSATINBE 3HIKEHHS Y KOXKHOTO OKPEMOTO
nalleHTa, HeoOXiJHAa KIIHIYHA OLIHKA. Y OUIBIIOCTI MAalll€HTIB, IO pearyrwTbh Ha
CamponrtepiH, CIOCTEpIraeTbCs IIBHJKE 3HWKEHHS piBHI DA, ane 1HOAI
CIIOCTEPIra€eThC 3aTpUMKa B 2-4 TibkHI. Y TallieHTiB 3 HU3bKUM piBHEM DA - 180
MKMOJIb/J1 a00 HMXKYE, PIIKO CHOCTEPIraeThCsi CyTTeBEe 3HMKEHHS piBHS (DA, HaBiTh
SKIIO BOHM pearyioTh Ha CanponrTepiH. Y LMX MAalli€HTIB peakilis MOBUHHA OyTH
BU3HAuUCHA JOJATKOBUM JojaBaHHsIM DA B aieTy, m00 BHU3HAYUTU YU JIOCATHYTA
nepeHocumMictb MA, ToOTO 30epekeHHsT HU3bKUX PiBHIB DA mpH MiJBHIIEHOMY BMICTI
®A B gieri. [lominmieHHss HEUpONCUXIaTPUYHUX CHUMMOTOMIB a00 30UIbIICHHS
nepeHocumocti @A B nieri 6e3 3HMWKEHHS DA B KpoBi y Oymb-SKOro MAaIli€eHTa €
MTOKA3HUKOM JIJISl TIPOJIOBKEHHSI JTiKyBaHHs. J[7sl maiieHTiB, K1 37aTHI 30epiraTd piBHI
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®DA B KpoBI B OKaHUX MEKax TIIbKH OJHUM JIETUYHHUM JIIKyBaHHSM, FOJJOBHA KOPUCTh
BiJ1 JiikyBaHHS CanpornTepiHoM 1€ T€, 10 BiH MIJBUIIY€E TOJIEPAHTHICTD 10 OUIKY B JI€TI
1 nepeHocuMicTb DA y pearyruux Mali€HTIB, JO3BOJISIIOUYM BBEACHHIO OLIBIIOL
KUIBKOCT1 TPUPOAHOTO Oifika B JI€Ty. Y JEAKUX TMAI[l€EHTIB MiABUIIECHHS MOXe OyTH
cyTrTeBUM (Y /1Ba - TP pa3u) 1 BIUIMBAE HA SIKICTb >KUTTS. J{J1s1 OLIBIIOCTI MAlI€HTIB, 1110
pearyioTh Ha CanponTepid, KOpUCTh € TAKOI0, IO CIiJ] MPOJAOBKYBAaTH TPUBAILY TEPAIiIo.

- CamponitepiH € 3apa3 €IMHUM CXBaJleHUM (YTpaBIiHHAM 3 KOHTPOJIO SIKOCTI
XapuyBaHHS 1 JIKapChbKUX 3aco0iB) MEAMKAMEHTOM MJis JiKyBaHHs aediuuty DAT i
Moyke OyTH KOPUCHMH y 3HMKEHHI piBHSA DA y pearyrouux nami€eHTiB.

- Hocgin 3actocyBanHs Carnpontepina 0 BiKy 4 -X POKIB € 0OMEKEHUM.

- Peakmis na Campornitepin TOYHO HE mepeadadyBaHa TeHOTUIIOM 1, OT)KE, TTOBUHHA
OyTH 3aJ0KyMEHTOBaHA O(IIIHHAM JTOCIIPKEHHSIM

Honarok 17

710 YHI()IKOBAHOTO KIIIHIYHOTO TIPOTOKOITY
NIEpPBUHHOI Ta BTOPHHHOI (CIeIiaai30BaHoT)
MeIUYHOT ToroMoru «DeHTKeToHYpisi»

IlepeJsik 000B'A3KOBUX NiarHOCTHYHMX Npoueayp y nauieHris 3 PKY

- Tlpwuitom (oryisia, KOHCYNbTAIIIS ) JIIKapsl — TeHETUKA TTIEPBUHHUIN

- 30ip aHaMHe3y 1 CKapr Npu FreHETUHYHOMY KOHCYJIbTyBaHH1

- BisyanbHe nociiKeHHs PU TeHETUYHOMY KOHCYJIBTYBaHHI

- CknagaHHs poJIOBOTY

- B3arTsa kpoBi 3 manbiis 175 AOCTIHKEHHS piBHS (heHUTaTaHIHy B KPOB1

- B3sartsa kpoBi 3 nepudepruaHOi BeHU 1151 JOCIIKEHHS PIBHS aMiHOKHCIIOT 1 1X
MOX1THUX B KPOBI

- Ilpwuiiom (ormsia, KOHCYNbTaLlsA) JiKaps - neaiaTpa NepBUHHUM

- Ilpwuiiom (ormsia, KOHCYNbTaLsA) JiKaps - ICUX1aTpa MePBUHHUIMA

- BuwmiproBanHs macu Tia

- BuwmiproBanHs 3pocTaHHs

- BuwmiptoBaHHs OKpY>KHOCTI FOJIOBH

- BwusHadyeHHs KOTIPHOTO MOKa3HHUKA

- B3saTTs kpoBi 3 mablg I JOCTIKEHHS PIBHS 3arajbHOTO TeMOTJI001HY,
JICHKOITUTIB B KPOBI

- JlocmimkeHHs cedl

- B3sartsa kpoBi 3 nepudepruyHOi BEHU AT JOCHTIHKEHHS PIBHA 3arajbHOTO O1JIKa B
KpOBI1, BU3HAUCHHsI aJibOyMiH / I100YyIIHOBOTO CIIBBIAHOIIEHHS B KPOBI,
JOCTIPKEHHS PIBHS 31132 CUPOBATKH KPOBI

- Ilpwuiiom (ormsia, KOHCYIbTaLlA ) JiKaps - TEHETUKA TOBTOPHUI

- Po3paxyHok 1000BOi €eHEpreTHYHOI HIHHOCTI 3 ypaxyBaHHAM (1310JI0TTYHOT Macu
Ti7a 1 PI3MYHUX HABAHTAXKEHb

- KoHcynbraiis nikaps -aierosiora

- Ilpu3HaueHHs AlETHUYHOI Teparii NpU 3aXBOPIOBAHHAX MCUXIYHOI chepu

- Tlpwuitom (oryisia, KOHCYNbTALIIS ) JIIKaps - MeaiaTpa MOBTOPHUH
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- Ilpwuiiom (ormsia, KOHCYNbTaLlA ) JiKaps - ICUX1aTpa MOBTOPHUI

- Ilpwuiiom (KOHCynbTaLIS ) JIKAPsl —11€TOJIOTa TOBTOPHUIN

- Ilaroncuxonoriyne 0OCTEKEHHS

- Ilcuxorepanis

- IlpusnauenHs nikapchKoi Tepamii IpH 3aXBOPIOBAHHIX MCUXIYHOT cepu

- IIpusHaueHHs JIIKYBaJIbHO - 03JOPOBUOTO PEKUMY MPU 3aXBOPIOBAHHAX ICUXIYHOI
chepu

- HaBuanus nonsiny 3a XBOPOH JUTHHOKO

Jonartok 18

710 YHI()IKOBAHOTO KJIIHIYHOTO TIPOTOKOITY
NIEpPBUHHOI Ta BTOPHHHOI (CIeIiaTi30BaHoT)
MeIUYHOT oroMoru «DeHITKeToHYpisi»

JlikyBaHHSI BeJIMKMMHU HEUTPAJIbHUMHU aMiHOKHMCJIOTAMH

Benuki wedtpanpai aminokucnotTd (BHAK) 3ampomonoBani sk JTIKyBaHHS
nepimury GAIT Ha miAcTaBl X 3MaTHOCTI MIBHJKO MEPENTKOHKATH TorMHAaHHIO DA
(IKUHA € BETUKOI HEUTPATbHOIO aMIHOKHCIOTOI0) B  KHUIIEYHHKY 1 Uepes
rematoeHiedaniuauii 6ap'ep. OaHe KIIHIYHE JAOCIIKEHHS TOKa3aJI0 3HUKEHHS PIBHIO
@A B kpoBi Ha ~ 40 % BHaCIIJIOK 3aMIIIEHHS CTAaHAAPTHUX JIKAPCHKUX MPOJYKTIB 3
Hu3bkuM @A BHAK B 1031 0,5 a60 1.0 r/kr. HeoOxigHO Oiibllie TOCTIIKEHD ISl TOKa3y
IIUX JaHWX, 0 O TOKa3aTH BILIMB Ha CUMIITOMH, He3B's3aHi 3 piBHeM DA Ta BU3HAUYNTH
TpuBainy Oe3neky. JlikyBanus 3a nonomororo BHAK 3apa3z oOmexeHo miajiTkamMu Ta
JOPOCIUMH (BUKJIFOYAIOYM JIFOJICH MOXHUJIOT0 BIKY) 1 MOBHHHO IMPOBOJWUTUCS BariTHUM
KIHKaM 4epe3 HEeJOCTATHICTh JIaHUX PO iX BIUIMB Ha 3pocTaHHs wiody 1 po3BuTok [[HC
wioga. Kpim toro, BHAK mnporunokasani sik MOHOTepamisi JiJIsi BariTHUX KIHOK, TOMY
nikyBanHs 3a gonomororo BHAK icrotHo He 3HMKYye DA B KpOBi 0 6€3MEYHOTO PiBHS
JUTSL PO3BHUTKY ILJIOJIA.

VIMoBipHO, moO iHII (apMaKonoOriyHi PEYOBMHM B KiHIEBOMY pPaxyHKY OyayTh
noctymHi st mikyBanas OKY. Hatbmmkuuii koMriayH [ 1)1 KIIIHIYHOTO BUKOPHCTAHHS
— TOJT1 €TUJIEHTIIIKONb, moeqHanui 3 DA - amiak - ma3oto (PEG - PAL), skuit yBiiiiioB B
Tpex(daszosi KiaiHIYHI JociaikeHHs B 2013 poui. Bin epextuBHMil y 3HMKEHH] piBHI DA
B KpOBI HaBiTh Yy MAllI€EHTIB HA MOBHICTIO HEOOMEXEHOi nieTi. BiH mpu3HavaeThCs SK
IIOJIEHHA TiAIIKipHa 1H'ekIiisgs 1 metabonizye DA B kpoBi He3anexHuM Big DA
MEXaHI13MOM 1, TAKMM YMHOM, Oy/ie TEOPETUYHO €(HEKTUBHUM JJIsl OY/Ib-SKOTO MaIll€HTA 3
nedimmurom DAL ImyHOOTIUHI peakilii crocTepiraiucs B 1Bo(Ma3HOMY JOCIIIKEHHI.
deHinanaHiH - amiak - ya3a € OakrepiadbHUM (epMEHTOM, sKui posmerioe OA B
TPaHC-KOPUYHY KHCIIOTY, SKa pa3oM 3 WOro KIHIIEBUM MPOIYKTOM, OCH30MHOI0
KHUCIIOTOIO, 3'€THYIOTHCS 3 TIIIIIUHOM 1 BUIUISIOTHCS 3 CEUEIO.

3 wuyacom, dmikyBanHa Jgedimury DAIT Oyne 1HAWBIAyami30BaHO PI3HUMHU
MEJMKaMEHTaMH 1 aJIbTEPHATUBHUMU JIIKAPCHKUMHU TPOAyKTaMH. [IepBUHHOIO METOIO
JikyBaHHS Mae OyTH 3HKeHHS DA B KpoBi. BropuHHa MeTa Ma€ BKIIFOUATH TOJIIIIEHY
nepeHocuMicTh DA, 3HUKHEHHS] CUMIITOMIB 1 MOJTIMIIEHHS SIKOCT1 YKUTTSI.
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	Для виявлення дефіциту BH4 необхідно обстежувати:
	1. всіх новонароджених з рівнем ФА крові вище ніж 240 мкмоль/л (4 мг/%);
	2. старших дітей з неврологічними порушеннями і ознаками.
	Рекомендуються наступні дослідження
	1. Аналіз птеринів крові та сечі
	2. Вимірювання активності DHPR в сухих плямах крові
	3. Тест навантаження з BH4. Навантажувальний BH4 тест є додатковим діагностичним інструментом для швидкої диференційної діагностики між класичною ФКУ (не реагуючої на лікування) і варіантами недостатності BH4. (Додаток 15)
	Перші два дослідження дозволяють проводити диференційний діагноз між всіма дефектами BH4.
	Фенілаланін Тірозин
	Тірозин L ДОФА
	Тріптофан 5 гідрокситріптофан
	Аргінін Цитруллін + NO
	Алкіл-гліцерол алкіл-альдегід + гліцерол

	Недостатність ВН4 - гетерогенна група захворювань, обумовлена мутацією одного гену, що кодує ферменти, залучені до біосинтезу ВН4 (GTPCH І, PTPS, SR) або регенерації - PCD, DHPR. Ця група захворювань може бути виявлена при гіперфенілаланінеміях (ГФА), за винятком дефіциту SR і ДОФА залежної дистонії (DRD). Дефіцит SR і ДОФА залежної дистонії звичайно не виявляють при масовому скринінгу новонароджених. Діагностика даної групи захворювань можлива шляхом селективного скринінгу при незначному підвищенні рівня ФА у новонародженого. При виявленні ГФА, резистентних до лікування, що супроводжуються поданими вище клінічними ознаками, можливо припустити наявність дефектів обміну кофактору.
	Фенотіпічно, в більшості випадків, спостерігаються клінічні ознаки та симптоми недостатності катехоламінів та серотоніну (табл. 1)
	У таблиці 2 наведені частіш за все зустрічаємі клінічні ознаки, які асоційовані з недостатністю ВН4 в залежності від ферментативного блоку.
	У таблиці 3 представлені лабораторні ознаки різних форм недостатності ВН4 в залежності від ферментативного блоку (за даними Клініки Дитячих Хвороб Університетської Дитячої больниці, Краков).
	Інформована згода батьків щодо проведення новонародженому скринінгу на спадкові хвороби обміну речовин
	М'ясо і м'ясні вироби


	Алгоритм проведення 3-х денного тесту навантаження з BH4
	Схема диференційної діагностики атипових форм ФКУ


