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Beryn

Jlanuii  yHipIKOBaHMN KJIIHIYHUH TPOTOKOJ MEIUYHOI JOTOMOTHU
(VKIIM[JI) po3pobieHuii Ha OCHOBI ananTOBAaHOI KIIIHIYHOI HACTaHOBH,
3aCHOBAHOI Ha JoKa3ax, «DeHUIKeTOHYypis Ta iHIN TinepdeHiianaHiHeMii», B
AKif HaBelIeHa HaWKpala mpakTUKa HaJaHHS MEIUYHOI JOMTOMOTH TMaIllEHTaM 3
beHiTKeTOHYpi€t0 Ta  iHmMUMH rinepdeninataniHeMismMu.  [lomoxeHHS
yHI()IKOBAaHOTO KIIHIYHOTO MPOTOKONY CHPSIMOBaHI Ha CTBOPEHHSA €IUHOI
KOMIUJIEKCHOI Ta e()EeKTUBHOI CHUCTEeMHU HaJaHHS MEIUYHOI JIOTIOMOTH,
noOyMOBaHOI Ha JOKaszax, MallieHTaM 3 KJIACHYHOIO (PEHUIKETOHYPIEI Ta
IHIIUMU rinepdeHiIaJaHiHEMIIMH Ta OXOIUTIOIOTh BC1 eTanmu. 3axoau 3
npo(IaKTUKH, CBOEYACHOTO BUSIBICHHS JAHUX 3aXBOPIOBAHb Ta aJIEKBATHOIO
MEIMKAMEHTO3HOT'O JIIKYBaHHS J103BOJISATh CYTTEBO MOJINIIUTH SKICTh KUTTS

XBOPUX.
B VKIIM]] 30cepemxeHo yBary Ha OCHOBHHMX €Tarax HaJaHHS MEIUYHOI
JIOIIOMOTH naiieHTam 3 (beHITKeTOHYPIEIO Ta IHIIIUMU

rinepdeHuIalaHIHeMISIMHA, TIAXOAM II0J0 JIarHOCTUKM Ta  JIIKYBaHHS
BU3HAUYCHO 3 YpaxXyBaHHAM MOXJIMBOCTEH CHUCTEMH OXOPOHHU 3I0POB’A
BIIMTOBIJTHO 10 pEKOMEHAalliil KI1HIYHUX HACTAHOB:

1. Phenylalanine hydroxylase deficiency: diagnosis and management
guideline/ ACMG PRACTICE guideline. American College of Medical Genetics
and Genomics 2014;

2. Management of Phenylketonuria. National Society for Phenylktonuria.
The United Kingdom, 20014.

O3HaitoMuTucs 3 aJlalITOBAaHHUOIO KJITHIYHOIO HAaCTaHOBOIO
«DeHunkeToOHYpist Ta 1HIN Tinep@eHUIalaHlHeMIi» MOXHa 3a TOCHJIAHHAM
http://www.dec.gov.ua/mtd/reestr.html.

IlepeJik cKOpoYeHb, 110 BUKOPUCTOBYIOThHCH B IPOTOKOJIi

AK — aMIHOKHUCJIOTH

AD — aminopeHu

BBP - BPOJI’KEHI BaJId PO3BUTKY

BHAK — BEJIUK1 HEUTpaIbHI aMIHOKHUCIOTH

BEPX - BHUCOKOE(DEKTUBHA pIAMHHA XpoMaTorpadis
DA - rinep@eHinaianiHeMis

JODA — nexkapOokcuiaza — 4 — niriapokcudeHiIanania
EEI — enexkTpoeHiedanorpama

303 — 3aKJ1aJ] OXOPOHU XJIOPOB’ sl

KOMT — katexoi-0-meTuntpancdepasa

MAO — MOHOAMIHOKCH/1a3a
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Hb — HU3bKOOUIKOBI MPOTYKTH

MPT — MarHiTHO-pe30HaHCHA ToMorpadis
MHC — MacOBUU HEOHATAIbHUM CKPUHIHT
THUP — TUPO3UH

T™MC — TaHJIeMHa Mac-CIIEKTPOMETPis

DA — deninananin

OAT — (dheHUTalaHaHT1IpOKCHIIa3a

OKY — (heHUIKETOHYPis

HHC — LIEHTpaJIbHa HEPBOBA CUCTEMA

BH. — TeTpariipodionTepuH

DHPR — JUT1IPONTEPIIIHPEyKTa3a

GTPCHI - ryaHo3uH-5-Tpidocdariikioriapomnasa |
PTPS — 6-mipyBOUI-TETpariiponTepiHCIHTA3a
SR — ne(dIuuT cenantepiHpeayKTa3u

PCD — nTepiH-4a-kapOiHOIaMiHIETIApaTa3u

I. TACITOPTHA YACTHUHA

1.1. liarno3: ¢eHiIKEeTOHYpIA Ta 1HIII TinepdeHiianaHineMii

1.2. Kon MKX-10: E 70.0, E70.1

1.3. [lpoTtokon mpu3HAUYeHUN JUIsl JIIKApiB 3aralibHOI MPAaKTUKU—CIMEHMHUX
JiKapiB, TEpamneBTIB IUIBHUYHHUX, JIKapiB: meaiaTp, neaiaTp IUIbHUYHHM,
HEBPOJIOT, MCHUXIaTp, IHIIUX MEIUYHHUX MPAIIBHUKIB, SKi HAJAIOTh JOIMOMOTY
naiieHTaM 3 (PeHUIKETOHYPIEIO Ta IHIIMMU TinepdeHIanaHiHeMIsIMU.

1.4. Meta npoTOKOJY: BU3HAYCHHSI KOMIUIEKCY 3aXOJiB 3 MPOQIIaKTUKH,
PAaHHBOTO BHSBJICHHS, JIaTHOCTHKM Ta JIIKyBaHHSA (EHITKETOHYpii Ta 1HIIHMX
rinepdeHUTaAIaHiHEMIH Yy JITEH Ta JOPOCIHMX, KOOPJMHAIS Ta CTaHIapTU3aIlis
MEIUYHOI  JOMOMOTM  TamieHTaM 3 (EHUIKETOHYpI€0  Ta  IHIIMMU
rinep@eHinalaHIHEMISIMU.

1.5. lara ckjaagaHHs NPOTOKOJY: )K0BTeHb 2015 poky.

1.6. /laTa neperJisiay npoToKo.jy: ;koBTeHb 2018 poky.

1.7. Cnucok Ta KOHTaKTHa iHpopMmauis oci0, siKi Opajqu y4yacTb Yy
PO3pood1i MPOTOKOTY

Kpasuenko Bacunb  B.o. qupexropa Menmunoro aenapramenty MO3 Vkpainy;
Biramiiosuu



Xo03ei
Mukoina Ky3pmuu

['opoBeHnKO
Haranist I'puropiBna

['peuanina
Omnena SlkiBuHa

barpacaposa
Inrpera BapranoBna

bekerosa "anmnua
BonoaumupiBaa

bepexunii
B’siuecnas
Bonogumuposuy

byraiiosa
Onena BanepiiBna

Bonocosenpb
Ipuna IlerpiBHa

Bomocosenns
Onexkcanap
IlerpoBnu
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nupekTop [lenapramenTy peopM Ta po3BUTKY MEIUYHOT
nonomoru MO3 Ykpaiau, 1.M.H., ipodecop (TonoBa pododoi
TpyIu 3 KIiHIYHUX TUTaHb 10 19.05.2014 p.);

3aBiyBau Kadeapu MeauyHoi 1 1abopaTOpHOI TeHETHKHU
HarionanesHoi MequyHOI akajaemil ICIIAIUIIOMHOI OCBITH
imeni [LJI.IIynuka, unen-kopecnionaeHT HAMH Vkpainu,
JI.MEeJI.H., Tpodecop, TOJOBHUM IO3AIITATHUM CIEHiaTiCT
MO3 Vkpainu 31 cremianbHOCTI «['eHeTHKa MeaudHay
(3rigHO 3 HakazoM MO3 Vkpainu Big 18.09.2014 Ne 482-x),
3aCTYIMHUK T'OJIOBU pOO0OYOI TPyNH 3 KIIHIYHUX MTUTaHb;

JTUPEKTOpP YKPaAiHCHKOTO 1HCTUTYTY KIIIHIYHOI TE€HETUKH
XapKiBCHKOT'O HAIIOHAIBHOTO MEAUYHOTO YHIBEPCHUTETY,
yieH-kopecnonaeHT HAMH VYkpainu, n.men.H., mpodecop,
roJIOBHMM Tmo3amrarHui  cnemiamict MO3  VYkpainun 31
CHeIIaJIbHOCTI «I"eHernka MeINYHA. I'eneruka
naboparopHa», (3rimHO 3 HakazoM MO3 Vkpainm Bix
10.12.2012 Ne 526-k);

3aBilyBau BUIAUICHHS AuTsA4oi Hedposorii JlepxaBHoi
yctaHoBH «IHctuTtyT  Hedposorii HAMH — Vkpainwy,
[Ipesunent Acomiamii HedposioriB  Ykpainu, I.Mea.H.,
npodecop, TOJIOBHMK mo3amTaTHui cremiamct MO3
VYkpainu 31 crnemianbHoCcTi «JluTsiya Hedposoris» (3riaiHo 3
Hakazom MO3 Ykpaiau Big 10.12.2012 Ne 526-x);

3aBiAyBad Kadeapu AUTSIYMX Ta MIIJTITKOBUX 3aXBOPIOBAHb
HMAIIO im. I1JI. Illynuka, a.mexa.H., npodecop, TOJI0BHUI
no3amtaTHuil cneuiamict MO3 VYkpaiHu 31 CheniagibHOCTI
«Ilemiatpisy, (3rigHo 3 Hakazom MO3 VYkpaiHu BiJ
18.09.2014 Ne 482-x);

3aBigyBau kadenpu nemiatpii No 2 HarionanbHoi MeIuyHO1
akameMmii micisiaumuiomHoi  ocBité  imeni  [LJLIIIymuka,
J.MEJI.H., Ipodecop;

JTOIEHT Kadeapu MEIUYHOI TEHETHKH XapKiBChKOIO
HAI[IOHAJTBPHOTO  MEIUYHOTO  YHIBEPCHTETY, 3aBilyBay
BIITIJICHHST  KJIIHIYHOT TeHeTuKu obmacHoro llenTpy
CIaJKOBOT MATOJIOTI{ CIIOTYyYHOT TKAHWHU, K.MEJI.H.;

TOJIOBHMM  CHElialicT BIAAULY oOpraHizamii  Meau4HOi
JIOTIOMOTH JIITSIM YTIPaBJIiHHS MEIUYHOI JOIMOMOTH MaTepsM
Ta JiTaM Meauunoro nenapramenty MO3 Ykpainu;

3aBigyBau kadempu memiaTpii HarioHalbHOTO METMYHOTO
yHiBepcutery iMeHi O.0. boromonbus, n.mea.H., npodecop,
rojloBHUN mo3amrtaTtHui crnemiamict MO3  VYkpainun 31



['peuanina
FOnis bopuciBna

JIoHCBKa
Ceitnana bopucisna

Kanan
Ipuna AnnpiiBHa

3nudchka
Onena IlerpiBHa

Kamiucekuii
B’saueciaB
Bomoaumuposny

Kmumenko  Cepriit
BikTopoBuu

TepeueHko
Jlapuca CtenaHiBHa

Konecuuk
Mukoima
OJiekciioBUY

MaptuHiok
Bonogumup
FOpiitoBuu
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cremianbHOCTI  «JluTsya KapaiopeBMaToJoris» (3riAHO 3
Haka3zoM MO3 Ykpaiau Big 18.09.2014 Ne 482-x);

JTOIEeHT Kadeapn MEIUYHOI TEHETHKH XapKiBChKOIO
HaIllOHAJIBHOTO  MEIMYHOTO  YHIBEPCHUTETY,  JHUPEKTOP
XapKiBCBKOT'O  CHEINai30BaHOTO  MEIUKO-TEHETUYHOTO
IEHTPY, K.ME]I.H.;

3aBigyBad LEHTPY TUTAYO1 OHKOTEMATOJIOT11 i
TpaHciutadTamii kKictkoBoro Mo3ky HJIICJT «OXMATIUT»
MQO3 VYkpainu, K.MeI.H., JIOLEHT, TOJIOBHUI MO3alITaTHUN
cnermiamict MO3 VYkpaian 31 cremianbHOCTI  «JluTsda
remarojioriss» (3rigHo 3 Hakazom MO3  VYkpainu Bia
18.09.2014 Ne 482-k);

npodecop kadeapu TEHETUKH Ta MEAUIUHH  IUIOLY
XapKiBCbKOI0 HAI[lOHAJIBHOTO MEIUYHOIO YHIBEPCHUTETY,
JI.MEM.H.;

JTOIEeHT Kadeapu MEIUYHOI TEHETHKH XapKiBChKOIO
HaIlIOHAJIBHOTO MEIUYHOTO YHIBEPCUTETY, K.ME/I.H.;

3aBilyBau  Kadeapu  akymiepcTBa 1 TIHEKOJIOTii  Ta
penpoayktosiorii - HamioHanbHOi ~ MEAMYHOI  akajeMii
nicasaumioMuoi  ocBitu  imeni  ILJI. lynuka, 4ieH-
kopecnionneHT HAMH Vkpainu, n.mMen.H., mpodecop
rojioBHUM mo3amratHui  cnemanict MO3  VYkpainu 31
CHELIATBHOCTI «AKYIIEPCTBO 1 TiHEKOJOTisH» (3TiIHO 3
HakazoM MO3 Ykpaiau Big 18.09.2014 Ne 482-x);

3aBiyBay BIIJIUTY MEIUYHOI reHEeTUKH Jlep’aBHOT yCTaHOBH
«HarionanibHMIT HAYKOBUM UEHTP pajlaliifHOI MeIUIIMHU
HamionanpHoi akagemii MEIMYHUX HAyK YKpaiHW», A.MEI.H.,
npodecop, TOJIOBHUM MO3aIlITaTHUI CIeLiaIicT
MOQO3 Vkpainu 31 cnermianbHocTi «['eMaronorisiy (3rigHo 3
HakazoM MO3 Vkpainu Big 18.09.2014 Ne 482-k);

HAYaJIBbHUK BUIUTY Oprafizaiii MEIUYHOI JOTIOMOTH JITSM
VYhpapmiHHA MaTepUHCTBA Ta JUTHHCTBA MeEaudHOTO
nenapramenTy MO3 Ykpainu;

nupekTop iHcTuTyTy Hedponorii HAMH Vkpainu, n.men.H.,
npodecop, TOJOBHMM Tmo3amratHuil  cneriaigict MO3
VYkpainu 31 cnemiansHocTi «Hedposoris» (3rigHo 3 Haka3oM
MO3 Vkpainu Bix 18.09.2014 Ne 482-k);

JTUPEKTOp YKPaiHCHKOTO MEIUYHOTO LIEHTPY peadimitarii
JITeH 3 OpraHiuHUMHU YpaKeHHsSIMH HEpBOBOi cucteMu MO3
YKkpaiHu, K.MEI.H., [JOLUEHT, TOJOBHUM  IO3AIITATHUH
crnemiamict  MO3  VYkpaiHu 31 cnoemianbHOCTI  «JluTsiya



MapueHKOBCbKUI
Irop AnaromiiioBuu

Martoxa
Jlapuca demopiBHa

MocTOBEHKO
Paica BacwiiBHa

Hersxenko
Bacunp 3axapoBuu

OnpxoBUY
Haramisg
BukTopiBHa

[Tiukyp Haramis
OnekcanapiBHa

Poccoxa 3o0s
IBaHiBHA

TrkaueHko
Osena BacwiiBaa
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HeBpoutorisy (3rigHo 3 HakazomM MO3 VYkpainu Bix 18.09.2014
Ne 482-x);

KEpIBHUK BIIUTY TNCUXIYHUX PO3JaAiB JITEH Ta MIJUIITKIB
YKpaiHCbKOTO HayKOBO-JIOCTIHOTO 1HCTUTYTY COIUAJBHOI 1
CynoBoi mcuxiaTpii Ta Hapkosorii MO3 VYkpainu, K.Men.H.,
roJIOBHMM mo3amrtatHuil  coemiamct MO3  VYkpainun 31
crietiaibHOCT1 «JIuTsya rcuxiarpisi» (3rigHo 3 Hakazom MO3
Vkpainu Big 18.09.2014 Ne 482-k);

3aBigyBad Kadempu ciMeHOI MEAWIIMHU Ta aMmOyIaTopHO-
MONIKIIIKHIYHOT JomoMorn HarmoHaipHOT MEIWYHOI akamemil
nicaaauiioMuoi  ocBitu  iMeni  [LJI. llynwuka, ng.Men.H.,
npodecop, rosoBHUM no3amrtatauil cnemianict MO3 Ykpainu
31 CHeIialbHOCTI «3arajbHa MpakTUKa — CIMEHHA METUIIUHAY
(3rigHo 3 HakazoM MO3 Vkpainu Bifg 18.09.2014 Ne 482-k);

3aBiyBad AUTSYOro iHeKuiHoro BiaaiaeHHs HamioHansHOT
IUTA4Y0i  criemiamizoBadoi JikapHi «OXMATIWUT» MO3
VYkpainu, K.Mel.H., TOJJOBHMM mo3amTaTHui cremiarict MO3
VYkpainu 31 cnemianbHocTi «llemiaTpis» (3rigHO 3 HaKa3oM
MO3 Vxkpainu Big 10.12.2012 Ne 526-k);

3aBigyBad Kadeapu NpOINEAeBTUKM BHYTPIIIHIX XBOpoO Nel
HauionansHoro menuuyHoro yaiBepcurery imeHi  O.O.
boromonsug, unen-kopecnonaeHT HAMH Vkpainun, n.men.H.,
npodecop, rosioBHUM no3amtatauil cneriaiict MO3 Ykpainu
31 cnemianbHocTi «Tepamnis» (3rigHo 3 HakazoM MO3 Ykpainu
Bia 18.09.2014 Ne 482-k);

3aBiyBad  Jlaboparopii  MEAMYHOI T'EHETUKH  MEIUKO-
reHetnyHoro ueHtpy HJACII «OXMATAUT» MO3 VYkpainu,
K.010JI.H., TOJOBHUI mo3amratHuil crnewianict MO3 VYkpainu
31 cremianbHOCTI «I'eHeTuka JabopatopHa» (3riHO 3 HAKa30M
MO3 Vkpainu Big 18.09.2014 Ne 482-k);

3aBigyBau llenTpy opdanHux 3axBoproBaHb HarioHaIbHOT
IUTAY0i  crermiamizoBaHoi sikapHi «OXMATIAUT» MO3
Vkpainu, K.MEIA.H., TOJOBHHM TO3aIITaTHUH CICIIAJICT
JlemapTaMeHTy OXOpPOHHM 3[I0pPOB’S BHKOHABYOTO OpraHy
KuiBcbkoi Micbkoi pamu 31 chemiaabHOCTI  «['eHeTHka
MEIUYHA;

JTUPEKTOp pedepeHC-IEHTPY 3 MOJEKYJIIPHOi JA1arHOCTHKU
MQO3 VYkpainu, K.MeJ.H.;

3aBigyBau kadenpu HeBposorii Ne2 HamionansHOT MeaudHOT
akagemii micasaumiomMHoi  ocBith  imeni [1JI. [lynwuka,



Xapuenko Haramis
B’sa4yeciiaBiBHa

[ampia Oner
[ennaniiioBuu

Amenxo FOpiit
bopucosnu

.
I.Me.H., ipodecop

3aBigyBad  Kadeapw  TacTPOCHTEPOJIOTii,  mi€Tonorii 1
enockorii HamonanpHOT MeAUYHOI akaaeMii MCIsAUIIOMHOT
ocBitu imeni [LJI. [llynuka, uneH-kopecnonaenT HAMH
Vkpainu, a.Mea.H., Tmpodecop, TOJOBHUN IMO3aIITaTHUN
CHEIIaIICT MO3 Ykpainu 31 CHeIlaJIbHOCTI

«T"acTpoenteposorisiy (3rigHo 3 HakazoM MO3 VYkpainu Bin
17.11.2014, Ne 622-x);

3aBilyBad BiAIITy MpoOJieM XapuyBaHHA Ta COMATHYHUX
3aXBOPIOBaHb MiTe paHHBbOTO BiKy JlepKaBHOI yCTaHOBH
«lHCTHTYT neiarpii, aKyIiepcTBa 1 T'1HEKOJIOT11
HAMH Vxkpainny, J.MEI.H., TOJIOBHHUN Mo3aIlITaTHUN
cnemiamict  MO3 VYkpainun 31 cnemianbHOCTI  «JluTsua
racTpoeHTepojoris» (3riiHo 3 Hakazom MO3 VYkpainu Bin
18.09.2014 Ne 482-k).

3aBiJyBau HAYKOBOT'O BIJLTY OpraHi3allii MeIu4HOi JOIOMOTH
JepxkaBHOi HAyKOBO1 ycTaHOBU «HayKOBO-IpakTUYHUN LIEHTP
npodIIaKTUYHOI Ta KIHIYHOT MeAuIuHU» Jlep:kaBHOTO
yOpaBJiHHS copaBamu, mnpodecop Kadeapu HEOHATOJOTI]
HMAIIO imeni I1. JI. llynuka, n.Men.H., npodecop, TOJI0BHHMA
no3amtatHuil crnemanict MO3 VYkpainu 31 cremianbHOCTI
«ITemiatpis» (3rigHo 3 Hakazom MO3 Vkpainu Bix 29.05.2014
No 196-k).

Metonuunuii cynpoBif Ta iHbopMaIliitHe 3a0e3eueHHs

Jlimummaa
Osena MuxaiiiBHa

['opox €Breniii
JleoH11OBHY

MenpHuk €Brenis
OnekcaHapiBHA

[unkina Onena
OnekcanapiBHa

Mirens Onexkcanap
Bonogumuposuy

JTUPEKTOp JenapTaMeHTy CTaHAapTH3allli MEIUYHUX TOCTYyT
JepxaBHoro mignpueMcTBa «JlepkaBHUN EKCHEPTHUN IIEHTP
MQO3 Ykpainn», K.M€JI.H., CT.H.C.;

HayaJbHUK  BIIAUTY  SIKOCTI  MEAMYHOI  JIOMOMOTH  Ta
iH(popMaIiiHUX  TeXHOJorid JlepkaBHOro MIAIPUEMCTBA
«JlepxaBHuit ekcieptHui neHTp MO3 Ykpainuy», K.T€X.H.;

HavanpHuk Bigaily Joka3oBoi MenuuuHu JlepKaBHOTO
mianpueMcTBa «Jlep>kapauii  ekcrieptHuid  neHtp  MO3
Ykpainny;

HavanpHUK BiAgily METOOUYHOTO 3a0e3MeyYeHHsT HOBITHIX
TEXHOJIOTIH y cdepi oxopoHi 3m0poB’ss JlepxkaBHOTO
nignpueMcTBa «/lepkaBauit  excrieptHuit  neatp  MO3
Ykpainny;

3aBilyBau CEKTOPY €KOHOMIYHOI OLIHKA MEIUYHUX TEXHOJIOT1H
JepkaBHOTO MIANPUEMCTBA «Jlep>KaBHUN EKCIIEPTHUM IEHTP



MO3 Ykpainn».

Aapeca 1Ji51 TMCTYBAHHS:

JlemapTamMeHT cTaHAapTU3aIli MEAUYHUX MOCTYyT Jlep>KaBHOTO MiAIPHUEMCTBA
«/lepxxaBauii  excreptHuii  ueHtp MO3  Vkpaimm», 03151, wm.Kuis,
BYJI. YmHCBKOTO, 40. EnextponHa aapeca: medstandards@dec.gov.ua.

EnexTpoHHY Bepcilo JOKYMEHTY MOKHA 3aBaHTAKUTH Ha OQIIIHHOMY CalTi
MinictepcTBa 0XOpoHH 310poB’s http://www.moz.gov.ua ta B Peectpi memuko-
TEXHOJIOTTYHUX JTOKYMEHTIB 3a MOCUJIAHHSIM:
http://www.dec.gov.ua/mtd/vybirtemy.html

PenenzenTn

Hynina Beponika 3aBimyBau  kadenpu  memiatpii Ne 2 BiHHUIBKOTO
MuxaitniBHa HaI[lOHAJIBLHOTO MEINYHOTO YHiBepcuTeTy iMeH1 M.I. Tluporosa
J.MeJI.H., ipodecop

CBTYIIEHKO npodecop kadempu HeBposorii XapKiBCbKOI  MeIUYHOI
Cranicnas aKajieMii MiCJISIUIIOMHOI OCBITH, JI.M€JI.H., Tpodecop
KoctssaTrnHOBMY


http://www.moz.gov.ua/
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1.8. Enignemiosioriuna ingopmauist

3a TaHMMH HEOHATAIBHOTO CKPHHIHTY MOMUPEHICTh (eHinkeToHypii (PKY)
| rinepdeninananinemii (I'®A) B pi3HUX perioHax YKpaiHH KOJIMBAETHCS Bij
1:6000 mo 1:10000, cepemns yacToTa LBOrO 3aXBOPIOBAHHSA CEpPENl HEMOBJISIT
ckiamae 1:7697 (2008 1) - 1:7027 (2010). B YkpaiHi 3a pik HapOKYETHCS Big 65
no 75 mirerr 3 OKY/T'®A. Yacrime 3yctpivaerses kinacuyHa popma OKY, npu
AKii e(EeKTUBHUM METOJIOM JIIKyBaHHS € Ai€TOTeparisi, Ha YacTKy «aTHIIOBHX)
dbopm 3axBoproBanHs npunagae 1-3 % BumankiB. Kniniuai ozaaku ®KY mocuth
JIOBFO MOXYTh HOCHTH HeCHeIU(pIYHMI XapakTep, M0 3HA4YHO MOTIpIIye
MOJKJIMBICTh CBO€YACHOI 1X miarHOCTHKU. [li3HsA giarHOoCcTHKa, B CBOIO 4Yepry,
NpU3BOAUTL 10 MoBHOI MaHidectamii ®KVY Ta iHBamiau3aiii, Toal SK paHHS
JIarHOCTUKA 1 aJCeKBAaTHE JIKYBaHHS JO3BOJISIIOTH KOPUTYBAaTH MOPYIICHUN
MeTabosizM. PaHHe BUSIBIIEHHS XBOPUX Ta CBO€YACHO pas3loyaTe JIKYBaHHS €
3alMOPYKOI0  TMOBHOT ~ MEIUKO-COINIaNIbHOI ~ peadumiTailii  XBOpUX 3  I[UMHU
3aXBOPIOBAHHIMU.

I1. BATAJIBHA YACTHUHA

INnepdeninananinemii (I'PA) — 16 TEHETUYHO TETEPOreHHA TIpymna
CIaJKOBUX 3aXBOPIOBaHb, 00YMOBJIEHUX MOPYIIEHHIM METa0013My (heHIaTaHIHy
ab0 BHACHIIOK CIAJKOBO OOYMOBJIEHHX TMOPYLIEHb O10XIMIYHUX MPOLECIB,
NOB’SI3aHUX 3 HHUM. HalOuIbll MOMMPEHOI0 NPUYMHOIO TMOPYIICHHS OOMIHY
bennananiny € aegiuut Qeninananin-4-rigpokcunasu (PAI) — pepmenta, 1o
3a0e3nedye MeTadoi3M (QeHinalaHiHy y THpo3uH. KpiM Toro, icHywTh (opmu
['®A, nos's3aHi 3 mopyiieHHsIM 00MiHy TeTpariapobiontepiny (BH4) — xodartopy,
TaKOX 3aJIy4€HOTO B MPOLEC TAPOKCUIIOBAHHS apOMAaTUYHUX aMIHOKHCIIOT.

3 mertoto panHboro BusBieHHs OKVY/inmux 'OA Ha poximiHIYHOMY eTami
IPOBOAUTHCS MacOBUI HEOHATAJIbHUN CKPUHIHT, 32 IOMIOMOTOIO SIKOTO BUSIBIISIOTH
HEMOBJISIT 3 MOPYIIEHHAM MeTabomi3My (deHinananiny. BoaHoyac MOXyTh Matu
micie mponymieHi Bumaaku ~ OKVY/immmx T'A. OcraTtounuit  giarHos
BCTAHOBJIIOETHCS HA MIJICTAB1 JTOCTIXKEHb, SIK1 3/1MCHIOIOTHCS Y 3aKJIalaX OXOPOHU
3JI0POB's, 1110 HA/IAI0Th BUCOKOCHEI1a1i130BaHy MEANYHY JOMOMOTY.

Ha momeHT po3poOku AaHOro YHI()IKOBAHOTO KIIHIYHOTO MPOTOKOJY
BCTaHOBJICHHSA/NIATBEpKEeHHsT AlarHo3y «Kiacuuna (¢eHinkeToHypis» Ta
«ITomipua abo w™’ska rinepdeHUIaNaHIHEMIsA, O0OyMoOBJIeHa AediuuToM
(beH1nanaHiHTApOKCHIa3uy Ta MPU3HAUYCHHS AI€ETUYHOrOo abo KOMOIHOBaHOTO
JIKyBaHHS 3IMCHIOETHCS B CIEIIali30BaHUX/00JACHUX MEIUKO-TeHETUYHUX
HEHTPaxX/KOHCYJbTAIlIAX; BCTAHOBJEHHS/MIIATBEPIKEHHS JA1arHO3iB 3 Tpynu
«'inepdeninananinemii, 00yMoBIIeH1 mopyieHHAM 00MiHy pepmernTy BHa» Ta
NpU3HAUYCHHS HEOoOXiMHOi Tepamii 3ailicHIOEThCa y HarioHanpHIA aUTS4IN
cnerianizoBaniii  jikapHi «OXMATJIUT» MinictepcTBa OXOpPOHH 3I0POB’S
Ykpainu.

III. OCHOBHA YACTHUHA
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31. IS POJONMOMIYHUX 3AKJIAIIB BAKJAJIB OXOPOHU
3IOPOB’S, 110 HAJAIOTh NEPBUHHY, BTOPMHHY, TPETUHHY
AKYHIEPCBLKO-TTHEKOJIOTTYHY JOMOMOTY)

MacoBuii HeonaTaabHuii ckpuninr (MHC)

IToy105KeHHS IPOTOKOJTY

MHC mnpoBoautecs y naBa eTanu: 3a0ip KamuIsIpHOI KpOBI y BCIX
HOBOHApO/DKEHUX He panime 48 roauH 1 He mi3Hime 5-1 n06u  micis
HApOJ/UKEHHS s BuU3HaueHHA piBHA ®OA Ta noBTOpHUI 3a0ip KpOBI Yy
HOBOHApOKEHHUX, Yy SKUX BUBJICHO piBeHb DA Ouibiie 2 mr/mn abo Oinbliie
120 mMmouIb/1, 711 BCTAHOBJICHHS JI1arHO3Y.

VY pononomiuyHKMX 3aKiiagax 3A1MCHIOETBCs mepiinii eran MHC, mig yac
aKoro mae OyTu 3abe3medeHo 3a0ip KpoOBI Y BCiX HOBOHApPOKEHUX Ta
HalnpaBjeHHs 310paHUX 3pa3KiB 0 3aKIaAy/CTPYKTYpPHOTO MiAPO3IUTY 3aKiamy
OXOpPOHU 3JIOPOB’sl, BU3HAYCHOMY ISl HATaHHS MEJIWYHOI JOTIOMOTH IAIliEHTaM 3
OKY ta iamumu I'OA.

OOrpyHTyBaHHs

[Tposenenns MHC na ®KVY/inmi DA 103Bosie BCTAHOBHUTH JIiarHO3 Ha
JOKJIIHIYHOMY €Talll Ta NONEepPeIUTH PO3BUTOK HE3BOPOTHHOro ypakeHHs LIHC.

MHC na ®OKVY/inmi I'PA po3Bossie cBO€4acHO pO3MOYATH JIIKYBaHHS,
HAJaTH aJeKBaTHY MEIUYHY JIOMIOMOTY XBOPHUM Ta iX poauHaM. s mocmiiKeHHs
BUKOPHCTOBYETHCSI KamNIsIpHA KPOB HOBOHAPOJDKEHOTO, B3ATa Ha CIELIaTbHUAN
xpomatorpadiuyHui nmamip.

HeooOxinni aii

O00B’A3K0BI:

1. 3abe3neuntn 3alip KanuISIpHOI KPOB1 y BCIX HOBOHAPO/KEHUX uepe3
A8 ronuH 1 He mi3HIIIE 5-1 T00H MiClIT HAPOIHKEHHS (101aTOK 2).

2. 3abe3neunTd TMOBTOPHUN 3a0ip KpPOBI y HOBOHAPOKEHUX, Y SKHX
BUBJICHO piBeHb DA Oinbiie 2 Mr/am abo Oinbie 120 MMoJIb/ 1.

3. 3abe3neyuTd TpPAHCIOPTYBaHHS 310paHMX 3pa3KiB  KpOBI I
NPOBEACHHS JIOCHIKEHHS [0 3aKjIaay/CTPYKTYpHOMY TIIPO3ILTy 3aKiamy
OXOpPOHU 3JIOPOB’sl, BU3HAYCHOMY ISl HAIaHHSI MEJIMYHOI JOTIOMOTH TAIllEHTaM 3
OKVY/inmmmu ['OA He mi3Himie 3-X IHIB Bl MOMEHTY 3a00py KPOBI.

4. 3amoxkymeHtyBatu (axT 3a0opy KpoBi mius mpoBenenHs MHC y
BiAMOBIAHINA MenuuHii mokymenTarii (Ictopis mosorie — dopma Ne 096/0,
Kapta po3BuTky HOBOHapomkeHoro — ¢dopma Ne 097/o, Bumnucka i3 Kaprtu
PO3BUTKY HOBOHapoKeHoro ¢popma 097-1/0).

3.1. JUISI 3AKJIAJIIB OXOPOHU 3/I0POB’S, 11O HAJAIOTH MEPBUHHY
MEJAYHY JOMOMOT'Y

1. IlpodinakTuka
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ITo10:xeHHSA POTOKOJIY
[Tonepemxennss HapomkeHHs aitedt 3 OKVY/inmumu I'DA nonsrae y
OpPOBEACHHI  MEIUKO-TEHETUYHOTO  KOHCYJBTYBAaHHS 3  MOJAJBIIOI0
MPEKOHIENIIIITHOIO MATOTOBKOIO Ta/ab0 MPEeHaTalIbHOIO JIarHOCTUKOIO0 y CIM X
TPYId BUCOKOTO PH3UKY 3aXBOPIOBaHHS, a TaKOX 3amo0iraHHs Mi3HIN
niarnoctuili KV rta inmux ['A y narienTis.

OOrpyHTYBaHHA

BigcytHi mokasm miomo crnerudiunoi npodimaktukun DOKVY/iammx ['OA.
Hedpimutr DAl ycmagkoBYEThCS 3a ayTOCOMHO-PELICCHBHUM THIIOM, ypaKeHi
0co0H yCIaJKOBYIOTh /1Bl MyTaIli B redi ®AI’, mo ofHil BiJ KOXKHOTO 3 OaThKIB. Y
0aTbKiB, SIK1 € HOCISIMU I'€HY, pU3UK HAPOKCHHS XBOPOi TUTUHHU CKiIagae 25% .

HeoOximHi aii Jikaps

O00B’s13K0BI

1.1. 3anponoHnyBatu ocobaM, B pOAUHAX SIKMX € XBOP1 3 MIATBEPKEHUM
niarHo3oM OKVY/inmi 'A, npoiTn MeAMKO-TeHETUYHE KOHCYIbTYBaHHS.

1.2. CkepoByBaTu o0ci0, $Ki MalTh PHU3UK HAPOKEHHS MdiTeH 3
OKV/inmmmu ['OA, Ha METUKO-TEHETUYHE KOHCYJIbTYBaHHS

Bbakani:
1.3. CkepoByBaTu o0cCi0, sKi MaloThb PH3UK HAPOKCHHS MOiTeH 3
OKVY/inmmmu ['OA Ha npeHaTanbHy J11arHOCTHKY.

2. JliarHocTuka

IMos105keHHS MPOTOKOTY
JllarHOCTHYHI 3aX0Iu CHPSIMOBYIOTHCS, Ha BUSBIIEHHS JIKapeM 3arajbHOl
MPAKTUKU — CIMEHHUM JIIKapeM/AUTbHUYHUM MeA1aTpOM/IIIbHUYHUM TEepaneBTOM
nited, ssikum He nposeneHo MHC, Ha panHe BusiBineHHs o3Hak OKVY/inmux ['OA
Ta HAMPAaBJICHHS Talll€HTa A0 3aK1aay/CTPYKTYPHOTO MiAPO3ILUTY 3aKiIady OXOpOHHU
3I0pPOB’sl, BU3HAYEHOIO /i1 HAJaHHS MEIMYHOI JIONOMOTH ILIMM TMalllEHTaM, 3
METOI0 BCTAHOBJICHHS 1arHo3y 1 MPU3HAUYEHHS CIELIAIbHOTO JIKYyBaHHS.
3 MeTo MOBTOPHOTO oOOCTexeHHs Ha piBeHb (DA 10 perioHaIbHOTO
MEAMKO-TeHETUYHOTO 3aKjIaly MaloTh OyTH CKEpOBaHi:
—IEePBUHHO BUSBIICHI HEMOBJIATA 3 MO3UTUBHUM pe3ynbrarom MHC;
—HOBOHAPOJIXKEHI, SIK1 He OyJIn 0OCTEKEHI paHiIIie;
—IiTH 3 miaTrBepkeHnM giarnozomM OKVY/inmm ['DA.

OOrpyHTyBaHHS

[TIposenennss MHC na ®KVY/inm ['DA 103BoJiss€ CBOEYACHO PO3MOYATH
HaJIaHHS aJIeKBAaTHOI JOTIOMOTH XBOPHUM Ta iX POJAMHAM, CTEXKHUTH 3a JUHAMIKOIO
nonyismiiHoi  yactotu ['DA B pisHux perioHax Ykpaind. CKpUHIHT
HOBOHAPOXKEHHUX JO3BOJISIE PAHO PO3MOYATH JIKYBaHHSA, MMONEPEIUTH HE3BOPOTHI
ypa’K€HHSI HEpPBOBOI CUCTEMH Ta 1HIII TSDKKI HACHIKK 3axXBOproBaHHs. BonHouac,
He3Bakaroun Ha mpoBeaeHHs MHC, Bumanku ['DA MoxyTh OyTH MHpPOITYIIEHI.
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Tomy Ha eTam HamaHHS TEPBUHHOI MEIMYHOI JOTIOMOTH HEOOXiTHO
SIKOMOT'a paHillle BUSBIATH AiTeH 3 KiiHiYHUMH nposBamu PKY/inmmmu ['OA.

Heoo0xinni aii tikaps

O00B’A3KOBI:

2.1 36ip anamHe3y Ta (i3UKaIbHE OOCTEXKEHHS, MPH LbOMY OI[IHUTH
HAsBHICTh THUINOBUX CHMIITOMIB Ta CHHIPOMIB, XapakTepHux nansi ['DA
(po3min 4.1).

2.2. CkepyBaTu maifi€eHta 3 mifo3poro moao I'PA Ha KOHCYNbTaLilO 10
3aKJ1a1y/CTPYKTYPHOTO MiAPO3/IIIY OXOPOHU 3/I0POB’s, BU3HAYEHOIO ISl HaJlaHHS
MEJUYHOI TOTIOMOTH ITUM TaIll€eHTaM, BIIPOJIOBXK 3-X JIHIB.

2.3. CkepyBaTu miTed, y SKUX B JIOBIJIKAX 3 POJIONMIOMIYHUX 3aKJIaJiB
BIJICYTHSl BiAMITKa TIpo 3a0ip kpoBi Ha mpoBeaeHHs MHC, Ha miarHOCTHKY [0
3aKJ1a1y/CTPYKTYPHOTO IMiIPO3/UTY 3aKJIay OXOPOHH 3/I0POB’sl, BUBHAUECHOMY IS
HaJIlaHHS MEIUYHOI JornoMoru marmieataM 3 ®KVY a6o inmmmu ['OA, BripoioBxk 7-
MU JIHIB.

2.4. CkepyBatu fiTell, y akux Ha nepmomy etani MHC Oynu BusiBieHi
BUcOKl piBHI DA, Ha MIATBEPIXKYIOUY AIarHOCTUKY [0 3aKjIaAy/CTPyKTYypHOIO
NIAPO3AUTY 3aKJIaaly OXOPOHH 3J0pOB’sl, BUBHAUYEHOMY J/JIA HAJaHHS MEAMYHOI
nonomoru narientaM 3 KV ta inmmmu ['OA, Bnponosx 3-X IHIB.

2.5. BzaemomiaTu 31 choemiamicTamM 3aKiaaAy/CTPYKTYpHOTO TiAPO3ILTY
3aKj1aay OXOPOHU 3JI0pOB’Sl, BU3HAUECHOMY JUIS HAJaHHS MEIUYHOI JIONIOMOTH
namieHTam 3 ®OKY abo inmmmMu ['PA, 3 MeTow CBOE€YACHOTO OTPUMaHHS
iH(dopmartii crocoBHo pesynbratiB MHC.

3. JIikyBaHHS

IToy105KeHHS TPOTOKOTY

[Ipu3HaueHHs CHeliajabHOTO JIKyBaHHS 3MIIACHIOETHCS y
3aKJIa1/CTPYKTYPHOMY MiAPO3ALTI 3aKjiIaay OXOPOHHU 3J0POB’Sl, BU3BHAUCHOMY JIJIsI
HaJgaHHA MeaudHoi gonomoru mnamieaTam 3 OKVY/inmmmu I'OA.

3a HEeOOX1THOCTI MPU3HAYAETHCS CUMIITOMATUYHE JIIKYBAHHS.

3a HEe0oOX1JHOCTI MAIllEHT HAIMPAaBISEThCS HAa KOHCYJBTAIIIO O CHEIIaliCTIB
MYJIBTUIMCIUILTIHAPHOT KOMAaHIM: AIE€TOJIOTA, HEBPOJIOTa, IicuXiaTpa, IICUX0Jora Ta
1H.

OOrpyHTyBaHHS

l'omoBauMm mnpuniunoMm JikyBanHs mnarieHTiB 3 OKVY/immumu ['OA e
IHOUBIyaIbHUM TMIiIXiA, a BUOIp METOMy JiKYBaHHS 3aJeKUTh Bi (GopMu
3aXBOPIOBaHHs, (PEHOTHMY, BIKY Ta TCHUXOHEBPOJOTrIYHOTO CTaHy NAalll€eHTa.
OCHOBHUM METOJIOM JIIKYBaHHS € JII€TOTepallis, ajie Mpu MOMIpHiH/M kil hopmi
OKY mpu HasgsBHOCTI YyTJIIMBOCTI 10 CAlPONTEPUHY METOJ JIIKyBaHHS MOXe OyTH
koMmOiHoBaHu. [Ipy HeHanmeKHOMY KOHTpOJI JIiKyBaHHs 3 MeToro 3axucty [[HC
MOXJIMBO MPU3HAYEHHS MPOAYKTIB, 110 MICTATh BEJIMKI HEUTpaIbHI aMiHOKHCIIOTH
(BHAK).
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HeoOximHi aii Jikapst
O00B’s13K0BI:
3.1. CopusiTu BUKOHAHHIO TMAIlIEHTOM BCIX PEKOMEHMAIl CHelialicCTiB Ta
JOTPUMAaHHS MPU3HAYEHOTO JIKyBaHHS Ta JIETH.
3.2. Cnpustu cBoeyacHOMY MOHITOpUHTY piBHSI DA y mamientiB 3 ®KVY Tta
iHmmmu ['®A mig yac JiKyBaHHS 3T1IHO IDIaHy (JOJaTOK 7).

4. lloganbiie cnocTepesKeHHs!

IToJ10:xeHHSA IPOTOKOJIY

[Maientn 3 OKY T1a T'OA mnepebyBaroTh Ha [UCIAHCEPHOMY OOJIKY
NOXKHUTTEBO Yy  3aKkjiazax  oxopoHd 3aopoB’ss (303), 1mo  HajgawoTh
CreIiaai30BaHy/BUCOKOCIICIIaNII30BaHy MEUYHY JOTIOMOTY.

[lamienTy mig d4Yac CHEUIAJbHOTO JIIKYBaHHA Ta  JUCIAHCEPHOTO
CIIOCTEPEKEHHS HAJAEThCSI CUMIITOMATUYHE JIIKYBAaHHS, HAIIPABJICHE HAa KOPEKIIIIO
NATOJIOTIYHUX CHMIOTOMIB 3 OOKYy OpraHiB 1 CHCTEM, JIKYBaHHS 1HIIHX
3aXBOPIOBAHb 1 MIATPUMKY SKOCTI JKUTTS, 32 HEOOX1HOCTI MALIEHT CKEPOBYETHCS B
3aKJIaau, 10 HAaJIal0Th BTOPUHHY (cmemianizoBany), TPETUHHY
(BuCoOkocHeniaaizoBaHy) MEIUYHY JI0IIOMOTY .

OO0rpyHTyBaHHs

PerenpHe  AoTpuMaHHA TpPU3HAYEHOI CHEMIaJbHOI  Tepamii  CIpusie
3armo0IraHHI0 PO3BUTKY CUMIITOMIB ypa)K€HHS ILEHTPAJIbHOI HEPBOBOI CUCTEMHU.
JlikyBaHHSI TOBUHHO 3aJIeXaTH BiJl PE3yJIbTATIB OI[IHKMA CTaHy mnaiieHrta. [laimieHt
MOBMHEH MAaTH IUIaH JIIA MPU BUCOKIN KoHIIEHTpallii @A B KpoBi, CpsIMOBaHUH Ha
JOCSITHEHHsT Oe3medHoro piBHa MDA Ta ONTHUMI3ZAII0 TEPANEBTUYHUX 3aXOIB 3
METOIO 3aM00IraHHs PO3BUTKY MATOJIOTTYHUX 3MiH (101aTOK 7).

Perynsapna ominka piBHst @A B KpoBi € HEOOX1JHOIO, OCKUIBKU JTOTPUMaHHS
oesneyHoro piBHsI DA 3amobira€e po3BUTKY KOTHITUBHOI HEIOCTAaTHOCTI Ta
MOPYIIEHb MOBEAIHKH.

HeoOxiaHi aii Jikaps

O00B’s13K0BI:

4.1. 3abe3neuntd 3anMcu B MeauuHii KapTi amMOyJaTOPHOTO XBOPOTO
(dbopma Ne 025/0).

4.2. Tlorogutn IndopmoBany AOOPOBUIBHY 3roJy HailieHTa Ha OOpOOKYy
nepcoHaabHuX AaHuX (Bxmagauit mucTok 10 06mikoBoi popmm Ne 025/0).

4.3. CripusiTi JOTPUMAHHIO MAII€EHTOM TUIAHOBHUX 00CTEXEHb (101aTOK 7).

4.4. HamaBat peKOMEH/AIIT MIOJI0 CIIOCO0Y JKHUTTSI, PeKUMY XapuyBaHHS Ta
(b13UYHNX HABAHTAXKEHb.

4.5. BzaemopmisiTu 31 CHELIaNICTOM 3aKjIaay/CTPyKTypHOTO MiJIpO3JILTY
3aKJIaly OXOPOHHU 370pPOB’S, BH3HAYCHOTO /IS HAJAHHA MEIUYHOI JOMOMOTH
namieHTam 3 OKVY ta iHmmmu ['OA, oOMmiHIOBaTHCH MEAMYHOIO 1H(OpMAIIi€ErO
II0JI0 CTaHy 3/I0POB’ Sl XBOPHX.
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3.3. JUIS 3AKJIAJIB OXOPOHM 3/IOPOB’S, IO HAJAIOTH
TPETUHHY (BUCOKOCHELIAJI30BAHY) MEIUYHY JOMOMOTY.

1. IpoginakTuka

IToy105KeHHS TPOTOKOTY

[Tonepemxennss HapomkeHHs nitedt 3 OKVY/immmmu ['OA mnonsrae y
OpPOBEACHHI  MEIUKO-TEHETUYHOTO  KOHCYJBTYBAaHHS 3  MOJAJBIIOI0
MPEKOHIENIIITHOIO MATOTOBKOIO Ta/ab0 MPEeHaTalIbHOIO JIarHOCTUKOIO0 y CIM X
IPynyd BHCOKOTO PHU3UKY 3aXBOPIOBAaHHS, a TaKoX 3amoOiraHHs Mi3HINA
niarHocturl ®KY ta inmmx 'O A y nmarieHTis.

OO0rpyHryBaHHs

Bincyrai gokasu miono crenudiuynoi npodinaktukn OKVY/inmux I'DA.
Hedinur DAl ycnagkoBYeThCS 32 ayTOCOMHO-PELIECUBHUM THIIOM, YpaXKeHi
0co0u yCraJIKOBYIOTh /1Bl MyTallli B reHi @AL', mo ojHiif BiJ] KOXKHOTO 3 OAThKIB. Y
0aTbKIB, K1 € HOCIIMHU I'€HY, PU3UK HAPOJKEHHSI XBOPOi TUTUHU ckiaaae 25%, a
HApOJKCHHS 3I0POBOI IUTHHHU, SIKa € HOCIEM YPaXEHOI0 TeHy, cKianae 2/3.

HeoOxiani aii ikaps:

O00B’s13K0BI:

1.1. IIpoBoaUTH MEIUKO-TEHETHYHE KOHCYJIBTYBaHHS 0C10, SIKi MalTh
PU3UK HapOKEeHHS aiTelt 3 kinacuuHoro DKV abo inmmmu 'PA, Ta rumanyBaHHS
3aX0/I1B 00 MPEKOHIIEMIIIMHOI MiATOTOBKK MailOyTHBOT BariTHOCTI.

Bba:xkani:
1.2. TlpoBoauTu TpeHATATbHY MJIarHOCTUKY OCI0, $AKI MalTh PU3UK
HapoJUKeHHS aiTel 3 kinacuuHnoro OKY abo inmumu ['OA.

2. JliarHocTHKA

IToy105KeHHS TPOTOKOTY

Jliaraos Ta  audepeHIliifHa  JlarHOCTHKa OKV/1inmux I'®A
BCTAHOBIIOETHCST Ha migcraBl ganmx MHC 1 momampmmmx  00O0B’SI3KOBHX
71a00paTOPHUX TOCTiKEHD (po3ain 4.4).

[Tamieatam 3 @OKVY/inmumu ['PA mig vac nikyBaHHA HEOOXiTHO
MIPOBOJIUTH MOHITOPUHT PiBHA DA 3 METOIO MIATPUMKHU HOTO ONTUMAIBLHOTO PiBHS
3T1AHO 3 BU3HAYEHUM IIJIAHOM.

OO0rpyHTryBaHHs

[Mposeaenus MHC na ®KVY/inmi 'DA 103Bosie BCTAHOBUTH IiarHo3 Ha
JOKJIIHIYHOMY €TaIlli, CBOE€YaCHO PO3IMOYaTH JIIKYBAaHHS, MOMEPEIUTH PO3BUTOK
HE3BOPOTHBOI'O0 YpaKEHHS IIEHTPaJbHOI HEPBOBOI CHUCTEMH Ta IHII TSKKI
HACJIIKM 3aXBOPIOBaHHS, HAJlaTU aJIeKBATHY MEAMYHY JOMOMOIY XBOPUM Ta iX
ponunaMm. Bopgnouac, He3Baxkatoum Ha mnpoBeAaeHHs MHC, wMoxyts Oytu
nponyiieHi Bunajaku ['DA, ski MaroTh OyTH BUSBIICHI SIKOMOTA paHIiIIIe.
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BaxnuBuM € miATBEpIKyHOUa J1arHOCTHKA, OCKUIBKH BHOIp METOIy
JIKyBaHHA 3aJIe)KuTh BiJ peHoTuny Ta eriojorii [ ®A. Monitopunr piBHs DA y
narieHTiB 3 @OKVY/immi ['DA mig dvac mikyBaHHS 3 METOIO CBOEYACHOTO
KOPUTYBaHHsI TUTaHY JIIKYBaHHSI TIO3UTHUBHO BILJIMBA€ Ha Iepedir 3aXxBOPIOBaHH,
3aro6irae po3BUTKY KOTHITUBHOT HEIOCTATHOCTI Ta MOPYIIEHb TTOBEIIHKH.

Kinbkicue BU3HAYECHHS aMIHOKHCJIOT MIPOBOJAUTHCS MeTOoJaMu
BUCOKOepekTuBHOI pianHHOT xpomatorpadii (BEPX) abo Tammemnoi wmac-
cnektpometpii (TMC).

HeooOxiani aii

O00B’sA3K0BI:

2.1. JlabopaTopHi JOCHIPKEHHS 3pa3KiB KalISIPHOI KPOBi, OTPUMaHUX IPHU
nposenenni MHC:

2.1.1. IIpoBecTu nabopatopHe AOCTIIKEHHS 3pa3KiB KalUISIPHOI KPOBI Ha
TecT-0JaHKaxX, K1 HAIIUIIIN 3 pPOJOTIOMIYHUX 3aKJIa/IiB BIPOJOBXK 3 JHIB 3
MOMEHTY HaJIXOJ[PKEHHS 3pa3KiB.

2.1.2. TloBimoMHUTH TIPO TO3UTHBHI pe3yibTaTU CKpUHIHTY (piBeHb DA
Oinpmie 2 mr/mn  abo Owibme 120 mmonw/n) mgo 303, mo Hagae
MIEPBUHHY/BTOPUHHY MEITUIHY JOTIOMOT'Y 3a MicIIeM
MPOKMBAaHHS/PEECTpaIlii MarieHTa, BIPOJOBXK 24 TOMMH 3 MOMEHTY
OTPUMAaHHS pEe3yJIbTaTIB.

2.1.3. 3a0e3neuntu peectpaiito, 30epeKeHHs Ta yTUII3alllio 3pa3KiB KPOBi
3TiIHO 3 YUHHUMHU HOPMATUBHUMU JJOKYMEHTAMH.

2.1.4. 3niiicHIOBaTH KOHTPOJb TMPABHIBHOCTI 3a00py, 30epexeHHS Ta
TPAHCTIOPTYBAHHSI 3pa3KiB KPOBI JIsl TAOOPATOPHUX JTOCIIIKEHb.

2.1.5. BzaemomigsTm 31  cmemiajgicraMd  3aKjiaay, IO HaJae
NEPBUHHY/BTOPUHHY MEJTUYHY JIOTIOMOTY 3a MiCIIEM
IPOXKUBAHHS/peeCTpallii maiiedTa, i OTpuUMaHHS 1H(opmarii 1oa0
MPOBEAEHOTO 1H(HOPMYBaHHSI MAIIEHTIB CTOCOBHO BUSIBJIEHHUX MO3UTHUBHUX
pe3yabsTatie MHC.

2.2. JlaGopatopHi JOCTI/DKEHHS 3 METOI0 BCTAHOBJICHHS [iarHo3y Ta
nudepeHiitHOT J1arHOCTUKU |

2.2.1. IlpoBecTu NOBTOpHE JOCHIIKEHHA 3pa3KiB KamUISIPHOI KpOBI
naiieHTiB 3 piBeHemM DA Ourbmie 2 mr/mn ado Ouibmie 120 Mmoub/n
BIIPOJIOBXK 3-X JHIB.

2.2.3. IlpoBecTu AOCHTIKEHHS HA HAsBHICTH MyTarlii B reni GAI.

2.3. [IpoBomuTy MoniTOpuHT piBHSA DA mia yac JIKyBaHHS 3TiTHO 3 IUIAHOM
(taGmmis 7).

2.4. HoBoHapo/KeHHWM, Yy SKHX BHSBICHO Ta miaATBepmkeHO [DA,
HEOOX1JITHO TMPOBOJUTH KIIbKICHE JOCIIDKCHHS PIBHI aMIHOKHCJIOT IS
BU3HAUYEHHI PI1BHSI TUPO3UHY 1 MiIpaxyHKy cmiBBigHOLIEHHS DA 10 TUPO3UHY.

2.4. HanpaBuTu 3a HEOOXIJHOCTI Ha KOHCYJBTAIIIO JO JIIKApiB: HEBPOJIOTa
IUTSAYOTO (HeBposiora), TcuxiaTpa AWTSYOro (TcuxiaTpa), OTOJIAPUHIOJIOTA
JUTSYOro  (OTOJApUHIOJIOra), OpToleqa-TpaBMaroiora AUTA4oro (oproresa-
TPaBMAaTOoJIOra), IHIIKX CIEIIaIiCTIB.
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Baskani aii:

2.5. [IpoBectu goCIiKEHHS 010N TEPUHOBOTO MPOQ1LII0 B CeUl Ta BU3HAYEHHS
aktuBHOCcTI DHPR B cyxmux msamax kpoBi (po3nin4.4); Ha MOMEHT pO3pOOKH
nanoro YKIIMJI nocnimkenns 3niiicHioe LlenTp opdannux 3axBoproBanb HJ[CJI
«OxmaTauT.

2.6. [IpoBecTu TecT 3 campoNTEepUHOM 3 METOI0 BHU3HAYEHHS YYTJIMBOCTI 1
NPU3HAYCHHS JIIKYBaHHS CAlPONITEPUHOM (IUB. po3in 4.4.2).

3. JlikyBaHHs

ITos107keHHA POTOKOJIY

Merorw mikyBanHs mnarieHta 3 @OKVY/iHmmmu ['dDA € pocsarHeHHs Ta
HIATPUMaHHS IUT0BOTO piBHSI DA y KpOBI, ONEPEHKEHHS PO3BUTKY CUMIITOMIB
ypaxkenns [THC Ta iHmmx HacaiaKiB 3aXBOPIOBAHHS.

Bun nikyBanHs (mieTorepariis, KOMOIHOBaHA Teparlis) BHU3HAYAIOTHCA 3
ypaxyBaHHSM 3aJIMIIKOBO1 aKTUBHICTI (hepmeHTy DAI', BIKy nanieHTa, IBUIKOCTI
HOro 3pocCTy, UyTJIMBOCTI JO CalpoONTEpHHY, ToJepaHTHOCTI 10 DA Ta
0COOJIMBOCTEN KOHTPOJIIO JIIKYBaHHS.

OOrpyHTyBaHHA

OcHoBHuMu Meroaamu JiikyBaHHS PKVY/inmmx ['OA e: gierorepamia 3
OOMEXEHHAM CHoXuBaHHA DA MNIIAXOM 3HIKCHHS CIIOKUBAaHHS TPUPOTHUX
OUIKIB Ta 3aMiHa iX JDKEpeIIOM MpOTeiHy abo XapuyoBUMHU MPOAYKTaAMHU st
CHEIIaJIbHOTO  JIIETUYHOTO  CIOXWBaHHA, B skux BiacyTHin @DA. Ilpu
nomipHiit/M’ kit popmi @KV mipu HaIBHOCTI YyTIUBOCTI IO CAPONTEPUHY METOJ
JIKyBaHHs MOke OyTH KoMOiHOBaHUU. [Ipn HEeHane:KHOMY KOHTPOJI JIKYBaHHS 3
meroro 3axucty [[HC MoXnmBO mpu3HayeHHS MPOAYKTIB, IO MICTSATh BEJIHKI
HelTpanbHi amiHokucinotu (BHAK).

[Ipu3HaueHe niKyBaHHA Mae OyTHM I1HAMBIAYyaJIbHMM Ta BpPaxOBYBAaTH BCi
MOXIJIMBI 3acO0M 3 METOK JOCATHEHHS pEKOMEHJoBaHuMX piBHIB DA Ta
3a0e3IeueHHsT BUCOKOT SKOCT1 KUTTS MAI[I€HTIB.

CBoeyacHe mnpu3zHaueHHsa Tepamii y namieHTiB 3 OKVY Ta iHmumun ['OA
nonepepkac PO3BUTOK 3axBOPIOBAaHHSA 1 I1HBaliAuM3aliio mnarieHTiB. Hamanas
iHpopMmainii Oatbkam mnarnieHTiB 3 ®KVY 1, npu HeoOXimHOCTi, ocobam, sKi
JOTTISIAAIOTh 3a TAIlIEHTaMH, JTa€ MOXJIMBICTh 3pOOWTH YCBIOMJICHHI BHOIp Ta
3MEHIIIUTHA 3aHENOKOE€HHs. HamanHs mociigoBHOI Ta TMOBHI iH(opMalii crpuse
JOTPUMaHHIO PEKOMEHJAIN MIOA0 JIKyBaHHS, 1 JO3BOJIIE€ CYTTEBO MOKPAIIyBaTH
HOT0 e(heKTHBHICTb.

OCKUIbKM TPOAYKTH, SIKI € JDKEPEJIOM MPOTEiHy, MICTSTh 1HII HEOOX1IHI
MOKWBHI PEYOBHHH, BaXJIMBO, MO0 Jie€Ta, MoAuGiKOoBaHA BIIHOCHO JeMIIUTY
®AI, 3abesmeuyBana iX HAAXOHKEHHS B Opra”i3aM JUTHHH Y KIJIBKOCTI,
HEOOX1THUH JJI1 HOPMAJIBHOTO PO3BUTKY 1 MIITPUMAHHS 310POB 4.

HeoOxigni aii Jikaps

3.1. Tlpu3nauuTy ni€eToTeparniio Mpu BcTaHOBJIeHHI aiarHo3y ®KVYTa i1Hm
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['®A ne nizHime 21 aHA HAPOKEHHS JUTUHM 3 YypaxyBaHHsIM piBHI OA
(turry ®KYVY) Ta kiaiHIYHEX nposiBiB (Tadauis 5).

3.2. 3midicHoBati MOHITOpHHT piBHS (DA BIAMOBIAHO MO BIKy TMaIli€HTa
(Tabmumis 8).

3.3. IlpoBomuTtu KOpekiito mieToTepamii mnpu crabimizanii piBHg ©OA
(TaGmuis 6).

3.4. [Ipu3HaUXTH CAPONTEPHUH 3a HASIBHOCTI YyTIMBOCTI (AUB. po3aia 4.5).

3.5. B3aemopisitu 31 crierianictaMu 3akjiany, M0 HaJla€e MepBUHHY/BTOPHHHY
MEANYHY JIOTIOMOTY 32 MICIIeM IPOKHBaHHs/peecTpallii MaiieHTa, 3 METOI0 OOMIHY
iH(opMalIIi€ro 1010 CTaHy Malli€eHTa Ta MPU3HAYEHOTO JIIKYBaHHSI.

3.6. 3abe3neuntn 3anucu B PeecTpamiiiHii reHeTwuHi kapTi (dopma
No 149/0) Ta BimoOpakeHHS B HIM 3aXOJiB 3 JAMCHAHCEpHU3allii, 3TiTHO TUIAHY
(momartox 7)

3.7. Tloromutu IndpopMoBaHy MOOpPOBUIBLHY 3roAy Nalll€eHTa Ha 0OpOOKY
nepcoHadbHuX AaHuX (Bxiamauii muctok 1o 06mikoBoi hopmu Ne 025/0).

4. l'ocoiTamgizanis

IToJ10:keHHS IPOTOKOTY

lNocnitanizytoTees namienTy 3 aiarnozoM OKVY/inm 'OA npu nigBuileHH1
piBass DA Oinmpmre 30 MI/mm 3 METOIO MPOBEACHHS Mi€TOTEpamii Ui IIBHIKOTO
3HIKeHHsT piBHI DA, mnojanbine MPOBEACHHS MIETOTEpaArNii MPOBOAUTHCS
aMOyJIaTOPHO.

OO0rpyHTyBaHHS

DA e mamzBuyaiiHo TokcnuyHuM s [THC, ToMy HasBHICTH HaJIBHUCOKHX
piBHiB DA (6unbmie 30 Mr/m1) B KpoBi B JIEIKUX BHUMAAKaX MOTpeOye MIBUIKOTO
pearyBanHs. Taki 3axoau nependayaroTb TUMYACOBE BHUKJIIOYEHHS HATYPaJIbHOIO
MPOTEIHY 3 palloHy MaIlieHTa 3 METOK IIBHAKOI HopMamizalii piBHa DA 10
OaxaHoro piBHsA. PilIeHHS 11070 MOYaTKy Al€TOTEpanii MpUUMAEThCS BIJMOBITHO
1o piBHst DA B KpoBi Ta TeMIIB HOro 3pOCTaHHS.

HeoOxiani aii Jikaps
[Ipy nmnmaHOBiIM  rocHmiTami3alii 3aMOBHIOETHCS — BIANOBIAHA MEIUYHA
JIOKyMEHTAITIs:
— HampaBJICHHS Ha TOCHITaTI3aIllIo;
— BUIHKCKA 3 Meau4dHOi KapTu XxBoporo (¢. 027/0) 13 3a3HAYEHHSAM J11arHO3Y,
pe3yNbTaTiB MPOBEICHOTO JIIKYBAaHHS Ta OOCTEKEHHSI.

5. Ilopagbiie cnocrepeskeHHsl, BKJIAIYAI0UYU TUCIAHCEPHU3aIlilo

IToJ10:xeHHSA IPOTOKOTY

[MTamieaTn 3 @OKY/inmumu ['DPA  noxuTreBo  nepeOyBaroTh  Ha
JMCITAHCEPHOMY OOJIKY, IIiJI Yac SIKOro 3IHCHIOETHCS TMEpioJIMYHA OIllIHKa
e(eKTUBHOCTI JIIKyBaHHS Ta CTaHy IalliEHTa 3 METOI HaJaHHS CBOE€YACHOI
KOpeKIli mieTorepamnii ab0 KOMOIHOBAHOTO JIIKyBaHHS Ta CHMIITOMaTHUYHOIO
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JIKyBaHHS, HANPAaBJICHOTO HA KOPEKIII0 IMAaTOJIOTIYHUX  CHMIITOMIB 3  OOKY
OpraHiB 1 CHUCTEM, JIIKYBaHHS IHIIUX 3aXBOPIOBaHbL 1 MIATPUMKY BIJAMOBIIHOI
SIKOCT1 JKUATTS.

OOrpyHTyBaHHs

[cHYIOTH maHi, MO peryspHa OIiHKa ePEeKTUBHOCTI € HEOOXITHOIO, OCKITEKH
nepedir XBOpoOu MpH BiACYTHOCTI BIAMOBIAHOTO JIIKYBAaHHS MOXE MPHU3BECTH 0
ypaxXeHHsI TOJIOBHOTO MO3KY Ta iHBamifi3amii. Y >KIHOK PENpOAYKTUBHOTO BIKY 3
BcTaHoBNeHUM miarHo3oM OKVY Tta iHmi ['dDA cmocrepiraerbest (heHOMEH
MatepuHchbkoi DKV, 1m0 npu3BOAUTH 10 HAPOKEHHS JITEH 3 BPOIKECHUMU
Bagamu po3Butky (BBP) IIHC Ta cepus. BifcyTHicTh peryisipHOro HOXHTTEBOTO
MOHITOPUHTY CTaHy Ta JaO0OpaTOPHUX TIOKA3HUKIB BIUIMBAE HA SKICTh >KUTTSA
MAIIEHTIB Ta iX Mpare31aTHICTb.

HeoOxinHi aii jJikapst

O00B’s13K0BI:

4.1. 3abe3neuntn 3anucu B MeauuHid KapTi amMOyJaTOPHOTO XBOPOTO
(bopma No 025/0) Ta BimoOpakeHHS B HiMl 3aXOJIB 3 JUCIAHCEpU3allii 3TiTHO
[Tnany (momatox 7).

4.2. Tloronutu IHpopmoOBaHYy TOOPOBUIBHY 3roAy HalleHTa Ha OOpOOKy
nepcoHadbHuX AaHuX (Bximamguuii muctok a0 061ikoBoi popmu Ne 025/0).

4.3. [IpoBONTH IMJIAHOBE OOCTEKCHHS (I0AATOK 7).

4.4, Tlpu 3BepHEHHI JKaps 3arajbHOi TPAKTUKHU — CIMEHHOTO
JKaps/MITBHAYHOTO TepaneBTa/IUIbHUYHOTO TeiaTpa 3a0e3MeUuTH MIATPUMKY
HaJlaHHS MEUYHOI JoroMoru naimientam 3 OKY/TOA.

IV. OIINC ETAIIIB MEI[I/FIHOT JOITIOMOI'
4.1. 3arajbHuii aJropuTM JIAarHOCTUKU Ta IU(epeHuiiHOol JiarHOCTUKH

I'nepdeninananinemii (I'@A) — 1me TeHETUYHO TeTEpOreHHa TIpyna
CHAJKOBUX 3aXBOPIOBAaHb, 00YMOBJIEHUX MOPYIIEHHIM MeTabo0I13My (heHlIanaHiHy
ab0 BHACHIJIOK  CMAJKOBO OOYMOBJIEHMX MOpPYHIEHb O10XIMIYHHMX IMPOIIECIB,
NOB’sI3aHUX 3 HHUM. HalOuIblll MOMIMPEHOI0 MNPUYMHOIO MOPYIIEHHS OOMIiHY
deninananiny € aedinut deninananin-4-rigpokcmnazu (OGAI) — depmenta, 1o
3a0e3neuye MeTadomi3M QeHinananiny y Tupo3uH. Kpim Toro, icHyoTh (hopmu
['®A, nos's13aHi 3 mopymieHHsIM 00MiHy TeTpariapooiontepiny (BH4) — kodartopy,
TAaKOXX 3aJIy4€HOTO B MPOILEC TIAPOKCUIIOBAHHS apOMAaTHYHUX AaMIHOKHCIIOT.
Takum 4YMHOM, B OCHOBY Kjacu(ikailii Imi€i Tpymu 3axBOpIOBaHb Ha ChOTOHI
MOKJIAJICHO TPHUPOAY TEPBUHHOTO O10XIMIYHOTO MedeKTy, IO MPHU3BOIAUTH [0
BUHUKHEHHS 3aXBOPIOBaHHS:
1. T®A, nor’s3ani 3 nedinurom OAT:
a) kinacuuyHa eninkeronypis (PKVY);
0) momMipHa rinep@eHigagaHiHeMIs;

2. T®A, oB’sa3aHi 3 mopyiieHHsIM oOMiHy BHy:
a) nopyeHHs 0iocuate3y BHa:
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— aedinuT I'yaHO3WH-9-
Tpidocdartiiknoriaponasu [ (GTPCH I);
— nediuut 6-mipyBoii-Terparigpontepincintazu (PTPS);
— nediuuT cemanrtepinpenykrasu (SR);
0) mopymieHHs pereHepartii (perukiniary) BHa:
— nedimuT nrepin-4a-kapoinonaminaeriaparazu (PCD);
— nmedimut mirigponrepigiapenykrasu (DHPR);
3. DA, noBsi3aHi 3 HOPYLUICHHSIM OOMiIHY 1HITUX aMIHOKHUCIIOT:
a) THPO3WHEMIs;

I'®PA, now’sa3ani 3 nedpinurom PAI" a60o peHlIKEeTOHYPIs

OKY ta nomipua I'@A obymosneHi nedextom depmenty DAL,
cnpuuMHEeHUM MyTallisimu B Tedi PAH, po3ramoBanomy Ha xpomocomi 12q23.1.
3axBOPIOBaHHS YCIAJKOBYETHCS 32 AyTOCOMHO-PEIECUBHUM THUTIOM. OIMNHCAaHO
oinpine HiK 500 pizHux mytaniii B reHi PAH. ®KY BuHHKae BHACHIIOK MyTalliil B
redi PAH, mo cyrreBo nopyuryiots pyHnkitito ®AI" abo B3aranai MpU3BOISATH 10
roro BiacyTHOCTI. Jlo M’sikoi A B OUIBIIOCTI BUMAJKIB MPU3BOJATH TOUYKOBI
MyTalii B re’i PAH, siki He MalOTh KpPUTUYHOrO BIUIMBY Ha ¢yHKHiro DAL 1
O0OYMOBJIIOIOTh 3HAYHY OCTaTOYHY aKTUBHICTh LIbOT'O (PEpMEHTA.

KiliHIYHI ~ CHMNOTOMH  PO3BHUBAIOTBCA MPU  BIJCYTHOCTI  CBOE€YACHOTO
naroreHeTuyHoro JikyBaHHA. [latorene3 ®KVY € cknagHuM 1 0 KIHISM HE
BUBYCHHUM. BBaXaeThCs, MO0 OCHOBHOIO MATOTEHETUYHOO JIAHKOKO € TOKCUYHA Jist
BHCOKOI1 KoHIeHTparii ®A Ha mporecw MiejiHi3alii Ta YTBOPEHHS JCHIPHUTIB
HeliponiB. Kpim Toro, 3HayHy pojb y MaTOreHe3l 3aXBOPIOBaHHS BiAirpae
MOPYIICHHS CHUHTE3Y HEUPOTPAHCMITTEPIB IO TAaKOX BIUIMBAE HA (DYHKIIIIO
IIEHTPaJIbHOI HEPBOBOi CHUCTEMH. SIK HACIIJIOK OCHOBHHMM KJIIHIYHHUM IPOSIBAMHU
®OKY € po3BUTOK PO3YMOBOI BIJCTAJOCTI PI3HOTO CTYINEHIO y TIOEIHAHHI 3
ayTUYHUMHU pucamu noBeaiHku. [Ipubnusno y 40% mnamientis 3 @KV nepmmmu
MpOsIBAMU  3aXBOPIOBAaHHS MOXYTh OyTH VYpaKEHHsSI IIKIpU: OMNPUIOCTI Ta
JIepMaTUTH. BaKIIMBUM CUMIITOMOM € TIOsIBA CHEIU(DIYHOTO «MHIIIAY0TO) 3amaxy,
0 TOB’SI3aHO 3 BHUCOKOK KOHLEHTpAIl€l0 (EHIJIKETOHIB Yy TKaHMHAxX Ta
010JIOTIYHUX PIIMHAX OPTaHI3MYy XBOPHUX.

Bcranosnennst pgiarHo3y kiacuuHa @DKY Ta mnomipHa/m’sika DA
MPOBOJUTHCA Ha MmijcTaBl migBuieHOro piBHI DA B kpoBi Ta iaeHTH(IKAIT
myTatii B redi PAH. Tudepenmianisa uux gopm ['OA npoBoaUTHCS 3a1I€KHO BiJl
NEePBUHHOTO piBHSA (eHuanaHiny @A y KpoBi XBOPOTO.

OcHoBHMM MeTOAOM JiKyBaHHS KiacuuHoi PKVY ta nomipHoi/M’skoi DA €
CrielliaJibHa Jli€Ta, HampaBlicHa Ha OOMEXKEHHS HaaxokeHHs DA 3 Txkero Ta
NPU3HAYEHHSI CHeliaJbHOI JIIKYBaJbHOI aMIHOKMCJIOTHOI CyMillll — XapyOBHX
MPOJIYKTIB JIJISl CHIEIIaTbHOTO TIETUYHOTO CTIOKUBAHHS.

Cunapomu nopymenns diocunresy BHy

Ls rpyna 3axBoproBaHb OOyMOBJIEHA MYTalliIMHU Y BIIMOBIAHUX IeHaX, IO
NPU3BOJUTH 110 TopyiieHHs: cuHTe3y BHa. SIk mpaBuio 1i gedexktu CupuyuHIOTh
noMipHy abo M’siky ['®A (posain 4.2). BuHATKOM € CHHAPOMU JAe(IilUTY
cemiantepiHpenykrazu (SR) Ta gedinuty nrepid-4a-kapOiHoIaMiHAETiApaTa3u
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(PCD), npu saxux piBesb DA 3anumiaerbes HOPMaJIbHUM.
DEeHOTUIIYHO B OUIBIIOCTI BUMAIKIB CIOCTEPIralOThCS KJIIHIYHI O3HAKU Ta
cumnromMu ypakenHsa L[HC, siki moB’si3aHi 3 HEIOCTATHICTIO KaTE€XoOJaMiHIB Ta
CEpOTOHIHY.

JliarHOCTHKa 3axBOpIOBaHb I[i€] TPyNH TMPOBOJUTHCS HA  MIJACTaBi
BU3HAUEHHS PIBHA NTEpPUHIB (HEONTEpUHY, OIONTEPHUHY) y C€4l, CyXUX IUIAMax
KpOBI, CIMHOMO3KOBIA pIAMHI, a TakKoX pIBHSI HEUPOTPAHCMITTEPIB Y
CIIUHOMO3KOBIH PiauHI.

Oco0aMBICTIO 3aXBOPIOBaHb, 110 00YMOBIICHI MOPYIICHHAM OlocuHTe3y BHa,
€ PE3UCTEHTHICTh /10 KJIACHYHOIO JIETUYHOTO JIIKYBAaHHS, SIKE BUKOPUCTOBYETHCS
npu nedinuti AI. OcHOBHMMM 3aco0aMu Tepamii [UX XBOpOO € MpU3HAYECHHS
CarponTepUHy Y OEAHAHHI 3 IETOTEPAITI€lo.

Iopymenns perenepauii (peunkiainry) BHy

3axBopioBaHHs, OOYMOBJIGHI MyTallisIMH Yy BIANOBIIHUX Te€HaX, IO
CIIPUYMHIOE TIOPYIIEHHS BigHOBJIEHHsS KodakTtopy BHs4 B mporeci metabomizmy
dbenutananiny. i nepextn Takox copuunHIOTh M Ky ['DA, 0COOIUBICTIO SIKOi
€ PE3UCTEHTHICTH J0 KJIACUYHOTO JIETUYHOTO JIiKyBaHHS (po3/ii 4.2).

JllarHOCTHKa 3aXBOpIOBaHb Ll€i TPynH MPOBOJUTHCA Ha  IMIJICTaBl
BU3HAYECHHS PIBHS NTEPUHIB (HEONTEpUHYy, OIONTEPHHY) B CEYl, CyXUX IIIsIMax
KpOBI, CIHMHOMO3KOBI PIAWHI, a TakKOX PIBHA HEHUPOTPAHCMITTEPIB Yy
CIIMHOMO3KOBIH P1AMHI.

OcoOuBICTIO 3aXBOpIOBaHb, 0 OOYMOBJICHI MOPYIIEHHSM pereHepartii
(peumkiiary) BHa, € pe3ucTeHTHICTh 10 KIACHYHOTO JIETUYHOIO JIIKYBaHHS, SKE
BUKOPUCTOBYEThCS mpu aedimuti GAT.

I'DA, nop’sA3aHi 3 NOPyLIEHHAM 00MiHY IHIINX AMiHOKHCJIOT

DA, sika BUSABISETHCS MPU CHAAKOBOMY MOPYIIEHHI OOMIHY THPO3UHY
(TUpo3uHEMisl) € BTOPUHHOIO 1 MOTpeOye IHIMX TepaneBTUYHUX miaxomiB. Lle
OOyMOBJIIOE ~ HEOOXIJTHICTh  KUIBKICHOTO  BHM3HAY€HHS  TOBHOTO  CIEKTPY
aMIHOKHCIIOT Y KpOBI 1 cedl B yciX Bunaakax BusaBieHHs ['DA y nmaiieHta 3 MeTor0
poBeNeHHS AU(GEPEHIINHOT JIarHOCTUKHM IHIIUX CIAJKOBHUX MOPYLIEHb OOMIHY
apOMaTHYHUX aMiHOKHUCIIOT.

[Iporpama MHC, sika 301iCHIOETBCS HAJIEKHUM YUMHOM Ta 3a0e3rnedye
MaKCUMajbHE OXOIUICHHS HOBOHAPO/KEHHMX JO03BOJISIE BCTAHOBUTH JiarHO3 Ta
MOTEPEINTH  PO3BUTOK  TMOBHOI  KIIIHIYHOI KApTUHU  3aXBOPIOBAHHA  Ha
JOKIiHIYHOMY etami. Po3ropHyra kmiHiuHa kaptuHa ®KVY moxe Oyt HasBHaA y
BUIAJIKaX 3aXBOPIOBAHHS, SIKI 3 JEAKUX MPUYMH OyJIM TPOMYyIIEHI TMif Yac
nposeaeHus MHC.

Kpim Toro, npu HasiBHOCTI y naiieHTiB [ DA, sxa 00ymMoBIIeHa MOPYILIEHHSIM
MeTtabomnizmy kodaktopy BHa, mpoBeneHHs JiKyBaHHS METOJAaMH JI€TOTEparnii
Hee(eKTHUBHE, 1 y MAIll€HTIB 3aJIEKHO BiJ TUIy METa0OJIYHOIO MOPYIICHHS €
Bi/NoBiHI cumntomu ypaxenus [THC.

4.1.1. OcodauBocrti giarnoctuku PKY

a) Cumnromu, xapaxkrepHi s OKY
3 00Ky LIEHTpaJIbHOI HEPBOBOT CUCTEMH:
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— BTpara HAOYTUX MCUXO-MOTOPHUX HABUYOK 3 4-6 MICSIIIB KUTT,
—  KOTHITHBHI po3naau (pi3Hi CTyNeH1 KOTHITUBHOT HEIOCTATHOCTI);
—  TINepaKTUBHICTH, PO3JIa Iy MOBEIIHKU(AyTHUHI PUCH);
—  CMUICNTUYHUN CUHPOM;
3 00Ky WIKIpH Ta MPUIATKIB MIKIPH:
— JIEPMATUTH Ta OMPIJIOCTI;
— TOCBITJIIHHS LIKIPU Ta BOJIOCCH;
— HAasBHICTb CIENU(]PIYHOTO «MUIIAYOTO» 3aIaxy:
Mikporuedaris.

0) Oco0siuBOCTI PizUKAIBbHOrO 00cTeKeHHsI AMTUHH 3 PKY
di3ukanpHe 00CTEKEHHS MOBUHHO OyTH MaKCHMaJIbHO MOBHUM 13 3aJy4CHHSM B
00CTEXKEHHs JIIKapiB: JUTAYOrO HEBPOJIOTa Ta IcUXiaTpa, 3a HEOOXIJHOCTI —
IHIIMX CMEUIATICTIB MYJIbTUAUCIUIUTIHAPHOT KOMaH !
— BUMIPIOBaHHS Baru, 3p0OCTy Ta OKpYy>KHOCTI rojioBu (OI);
— 1o0ya0Ba KpUBHX 3pOCTY;
— ayCKyJbTalli,
— BUSBJICHHA O3HAK MOPYIIEHb 3 OOKY HEPBOBOI CUCTEMHU:
e BTpaTa LIKABOCTI JI0 OTOYYIOUHUX Ta Irpamiox;
® TOpYILIEHHS TeEMMIB (OPMYBaHHS CTaATO-MOTOPHUX HABUYOK;
® TIOCHUJICHHS CYXOXHWJIKOBUX pe(IeKciB;
® O3HaKH MipamigHOT HEJOCTATHOCTI;
® TOPYUIEHHS M SI30BOI'0 TOHYCY T1IOTOHIS/IUCTOHIS;
— BUSBJICHHS O3HaK 3 OOKY IIKIPH:
® OTIP1JIOCTI;
® IepMaTUTH;
® XapaKTEPHUN «MUIIAYUID) 3aIlax.

4.1.2. OcobauBocti giarHocTukn ['DA, o00yMoBJIeHI NOPYyLIEHHSIM
MeTadoai3My kopaxkropy BH4

a) Cumnromu, xapakrtepHi s I'PA, 00ymMoBJIeHI MOPpYIIEHHAM MeTa00J1i3My
kodakTopy BHu:
—MiKpoledanis:
—MOpyIIeHHS 3 O0KY IEHTPaJIbOi HEPBOBOT CUCTEMU
® CIJICNTUYHUN CUH]IPOM;
® KOTHITUBHI pO3JIau (Pi3H1 CTYIEHI KOTHITUBHOI HEJIOCTATHOCTI);
® [IOPYIICHHS TOHYCY JUCTOHIS/TIMOTOHIS;
—Hee(EeKTUBHICTh A1€TOTEpAMii.
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Tabmumsg 1. Cumnromu, moB’si3aHi 31 crienudigHOIO HEIOCTATHICTIO
OlOreHHUX aMiHIB
Jodamin CepoToHuH Hopeninegppun
[TapkiHCOHI3M Henpecis AKciaJibHa TIMOTOHIS
ConnuBicTh [TopymeHnHs Mo0304YKOBi CHUMOITOMU
Jucronns TEPMOT€HE3Y IITo3
Hucrtarm [Topymienns cHy
[NinmepcamniBaris
YTpynHeHHS KOBTaHHS

Tabmuig 2. KoiHiuHI  03HAaKW CHHApPOMIB TopymieHHs kodaktopy BHi B
3JIKHOCTI BiJl METa0O0IYHOTO OJIOKY

DepMeHT KuinivHi 03HaKH

GTPCH Cynomu, aHOMajbHI pyXHW, TilmepcaiiBaiis, YTPyIHEHHS

PTSP KOBTaHHS, NOPYWIEHHS TOHYCYy Ta TIO3H, NOPYLIEHHS

DHPR TEPMOPETYJIALII, eNUICNTUYHI TPUCTYIH, T1MIOTOHIS, TIIEPTOHYC
KIHIIBOK, €K3eMa, Mikporedanisi, HU3bKAa Maca Tijda TpuU
Hapo pkeHH1. Kanpimdikaiiis 6a3aapHUX TaHTIIIB.

PCD Hexinpka cnenu@iyHUX  CUMOTOMIB  (KpIM  TPaH3UTOPHUX
anbTepalliil B TOHYCI1), TINOTOHIS a00 TINepTOHIs

GTPCH M’s30Ba  IUCTOHIS, MApPKIHCOHI3M  (TpPEMOp, PUTIIHICTD,

(DRD) OpaauKkiHe3is), PpOTO-JMLBOBI JUCKHUHE3Il, Tinmeppeduekcis,
rinotoHisa (mpu Ae0roTi) Ta TINEPTOHIA, CHACTUYHICTh M’S3IB,
OpTOTEINYHI YCKIaIHEHHSI.

SR [Iporpecyroua  3aTpuMKa TCHXOMOTOPHOTO  PO3BUTKY 3

UUPKATHUMU (1060BUMM) 3MIHEHSIMU CUMIITOMIB,
rinepcaauBariisi, TUCTOHIA, TIMTOTOHISA Tila, TIMOTOHIS KiHI[IBOK,
Hamnaju, TPEMOop, eKCTparipaMiiHl CHMIITOMHU.

0) Oco0uBOCTI PiZUKAIBHOIO 00CTEKEHHS MAiEHTA
dizukanbHe 00CTEKEHHSI TOBUHHO OyTH MaKCUMaJIbHO TIOBHUM 13 3TyYEHHSIM B
00CTEeXXEHHS JIIKapIB: TUTSIYOr0 HEBPOJIOra, rcuxiaTpa, 3a HEOOX1AHOCTI — 1HIITNX
CIELITICTIB MYJIbTUINCIUILUTIHAPHOT KOMaH/IH:
— BUMIPIOBaHHS Baru, 3pOCcTy Ta oKpy>kHocTi rosiopu (OI);
— no0ynoBa KpUBHUX 3POCTY;
— ayCKyJbTaIli;
— BUSBIICHHS O3HAK MOPYIIIEHH 3 O0KY HEPBOBOT CUCTEMHU:
e BTpaTa IIKABOCTI JI0 OTOYYIOUUX Ta Irpamiox;

MOPYIICHHS TEMIIIB (POpMyBaHHS CTATO-MOTOPHHUX HABUYOK;
MOCWJICHHSI CYXOKUITKOBHUX PEQIICKCIB;

O3HAaKH T1paMiIHOI HeJIOCTaTHOCTI;

MOPYIIEHHS M’ SI30BOT0 TOHYCY T1IIOTOHIs/ TUCTOHIS,
rinepcaiBartis;

MOPYIICHHS TEPMOPETYIISIII.
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4.2. Knacudikauis rinepdeninananinemii/peniikeronypii

Tabmung 3. Knacudikarmis rinepdeHinananineMii

¢deHinanaHiny B KpoBi

B 3aJIEKHOCTI BiJ pIBHA

®opmu PiBennb PiBennb

rinepgeniiananinemii (deninananiny (deninananiny
MMOJIB/JI MI/A01

«Knacuuna» OKY >1200 > 20

[TomipHa 600 -1200 10-20

rinepQeHigataHiHeMis

M’sika (He ®KYVY) | 120-600 2-10

rinep@eHinaianiHeMis

Ta6muus 4. Knacudikaris rinepdeHiyianadiHeMii B 3aJ€KHOCTI BiJl pIBHS
deninananiny B KpoBi (6i0nosiono oo knacugirxayii meouunoi 6azu OMIM)

. Konnenrpanis epekTHHIT hpepMeHT
Hopyumenust 00MiHy HeHTpan Aed (ep
Tun . . (peniananiny
(peninananiny . o
y KpoBi (M1/%)
I'®PA, nos’sa3ani 3 nedpinurom AT
1 Knacuuna dheHuikeToHypis deninananin-4-TiipoKcuia3a

2 M’aka DA

®deninananin-4-TiApoKcuiIa3a

IHopyumieHnnsi 6iocuHTE3

BH4

3 Hedinutr GTPCH I ['yano3usn-5-
Tpidocdariikioriapomnasa |

4 Hediuut PTPS 6-mipyBOiI-
TETpariiponTepiHCIHTA3a

3 Hediuut SR CemiantepiHpeayKTas3a

Iopymennsi perenepauii (peunkiainry) BH4

6 Hedimur PCD

[ITepin-4a-
KapOiHOJIAMIHJIETIIpaTas3a

7 Hedimur DHPR

JlirigpontepiniHpeyKTasa

I'DA, noBsizaHi 3 NOpymieHHAM O0OMiHY IHIIUX AMiHOKHUCJIOT

8 | Tuposumewmis | 15,0-20,0 | KataGoi3sMm THpO3HHY
Tpaunszuropui 'QA
9 Tpanzutopna [ GA 2,5-15,0 HenocratHicTh T1ApOKCHIa3y B

HOBOHAPO/PKCHUX

1epioJ1 PO3BUTKY




4.4. ETanu sjabopaTopHoi
BUsABJIeHHA [ DA
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AIAarHOCTHKM TA AJITOPUTM il NPH

4.4.1 Aaroput™m il mpu BUSIBJIEHHI NiABUIIIEHOTO piBHA DA

PiBenp ®A
> 300,0 MmxMoJIb/J1 (= SMr/%)

v

KinbkicHuli aHani3
amiHokucsiom
(cupoeamka, nna3ma)

PiBenr ®A

120,0 - 300,0 mxMoab/a (2 - 5 mr/%)

v

MoemopHutl aHaniz ®A
8 cyxil nnsmi kpoei

i

AN

~

N

MigBuweHnn Pisenb ®A > 180,0 PiseHb ®A PiBeHb PA
piBEHb TUPO3NHY MKMOJb/N Npun > 150 mkmonb/n < 150 mkmonb/n
abo iHWKnX HOpMarnbHOMY piBHi (2,5 mMr/%) (2,5 Mr/%)
aMiHoKucnoT iHLUIMX aMiHOKMCIOT
v v v
OndepeHuinHa MonekynspHo- TpaH3uTOpHa
piarHocTuka

NopyLeHHA
OOMiHY iHLINX
amiHoKucrnor

2eHemMuY4Hul aHarsi3
mymavuiti 8 eeHi PAH

O\

PAH

HasBHicTb
MyTaLiil B reHi

BiacyTHicTb MyTauiin
B reHi PAH

v

®deHinkeToHypisn

rinepdeHinanaHiH
emis (noganbwumn
KOHTpOIb
He NoKa3aHuWn)

o~

v

BHs;-mecm

/\

BusHayeHHs BusHayeHHs

6ionmepuHo8020 akmueHocmi
npocgirnto dicidpornmepuduH

B ceui Ta kposi pedykmasu
B cvxin nnami KpoB.i

— N

BHs-uyTtnuea
ceHinkeToHypiA

BHs-HeuyTnuBa

ceHinkeToHypin

v

AKTUBHICTb AKTUBHICTb
HopmMarnbHa 3HMKEHa
Dediunt DHPR

OundepeHuinHa
AiarHocTuka
nopyLueHb
BH..06MmiHy
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4.4.2 HaBanTa:XyBaJIbHUH TECT 3 O0ionTepuHOM (CANIPONITEPHUHOM)

Oenb 0
3abip kposi Ha A
B 8, 16 Ta 24 rognHun

v

OeHb 1
CanponTtepuH (BHa)
20 mr/kr MT

!

®A |2 30%

OriHKa HaBaHTaKYBaJILHOTO TECTY,
Ckpuniar BH4 yyTnuBux namieHTiB

He 3meHmyBatu KijJbKOCTI IPOTEIHY

[eHb 2
CanpontepuH (BHa)
20 mr/kr MT

®A |= 20 -30% DA |=30% Stop TecT
MNpogoBxunTn MauieHT He
TECTYBaHHSA BignosiB Ha BHa4

Mpu 3meHweHHI PA GinbL Hix Ha 30 %, cnig nigibpaTtu go3y
canpontepuHy 10-20 mr kr MT 3 MeTO AOCATHEHHS LiNbOBUX PiBHIB
DA

MEHIIEeHHS 200
MPUINTMHCHHS JIIETH

<
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MeTtoauka npoBeIeHHs TeCTyBaHHs 3 O10NTEPUHOM HaBeJeHa y J0JaTKy 1.
SIKII0 HaBaHTaXyBaJbHUN OIONTEPUHOBUN TECT BUKOHYIOTh Yy HEOHATAJILHOMY
BiIll TOIIIHHO criovaTKy 3HU3UTH piBHI DA B KpoBi 10 480—600 MKMOIIB/ 1.

4.4.3. JlabopaTopHi o3Haku pi3Hux ¢opm HegoctaTtHocTi KodakTopy BHsB
32JI€2KHOCTI Bil pepMeHTATHBHOIO 0JIOKY

®A | Heo bio |IIpuma| Heo Bio 5- I'omo |5-metua- | DHPR
(KpoB)|ITepHH |ITEPUH [ITEPHH|ITEPHH | ITEPHH | OKCiiHA0J1 | BaHiNb | TeTpa- |(KpoB)
(kpoB, | (kpoB, | (kpoB, (CMP*)[(CMP¥*)| ouroBa [Ha k-Ta| rigpo
ceya) | ceua) | ceua) K-Ta ¢oaar
(CMP¥) (CMP¥)
adGTPCH N n n n ! l n-| ! n n
aGTPCH | ¢ [ | [ 4 [ n [ L | | T T
PTPS v n [T v n [n
SR N n n-| n n 1 l ! n n
PCD 1 0 n- 1 n n n n n n
ohPR [ 1 [(n [t [ n [ n [ 2 [ 4 [ v [n-1]1
*

CMP — cinHO-MO3KOBa piinHa

4.4.4,000B’s13K0BI MeTOM J1A00PATOPHOr0 OOCTEKEHHS MPHU JiarHOCTHIL
OKY/TDA:

— KinbKicHe Bu3HaueHHs piBHsA DA Ha 1 Ta 2 erani MHC,;
— JIHK obcrexxenns Ha myTartii B redi ®AI .

4.45. Bbaxani
OKY/TDA:
KUTbKICHE BU3HAYEHHS aMIHOKUCIIOT B IJIa3M1 KpOB1, 30KpeMa TUPO3HUHY;
BU3HAYCHHs 010NTEPUHOBOTO MPODIII0 B ceyi Ta KPOBi (3a MOKa3aHHIMH);
Bu3Ha4YeHHs akTUBHOCTI DHPR B cyxux misiMax kpoBi (3a MoKa3aHHSIMH);
BU3HAYEHHS METa0oJITIB HeillpoTpaHcmiTTepHoro obominy B CMP (3a
MOKa3aHHSIMHU).

METOAU J1IA00PATOPHOr0 OOCTE)KEHHSI TMPH JAIarHOCTHII

4.5. JlikyBanus nanienris 3 DKY/T'GA

OcHoBHoto MeToro JikyBaHHI OKY/I'OA € miarpuMaHHS TEpaneBTUYHOTO
piBHsI DA y KpOBI METO/IOM MPU3HAYEHHS 5K JI€TOTEparii, Tak 1 hapMaKkoIOTIIHUX
3aco0iB (camporntepuHy). Moske 3acTOoCOBYyBaTHUCh TpH KiacuuHiid (popmi OKY
J€TOTEpalis, K METOJl BUOOPY, Mpu MsAKUX Ta momipHuX dopmax OKY moxna

3aCTOCOBYBaTH KOMOIHOBAaHE JIIKyBaHHS 3 BUKOPHCTAaHHSM CampoONTEepUHY, abo
BHAK.




4.5.1. [lierorepamis
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Tabmumg 5. IloyaTok mieroTeparnii micias BCTAaHOBJCHHS Yy JUTHHU J11arHO3Y

OKVY/T DA

Pisenp @A B miasmi

HieToTteparis

XapuoBuii npoAykT | HaTypanbHi npoayKTu
JUTSI CTIeTiaIbHOTO
IETUYHOTO
CIIO>KUBaHHS —
cymim 6e3 DA
>15 mr/on 80-100% 0-20%
10-15 mr/nn 60-70% 30-40%
<10 mr/mon [IponoBxyBaTu rpyJiHEe BUTOJOBYBaHHS/ a00

3BUYANHY CyMIII

Yacrtora koHTpOIIO DA

2-3 pa3u Ha THXKJIEHb

EdekTuBHICTh Ai€TOTEpanii

JloCSITHEHHSI peKOMEHI0BaHUX piBHIB DA

Tabnuus 6. CioxkuBanHA (DeHIaTaHIHy, TUPO3UHY 1 MPOTEIHY IS 0Ci0 3
nedimurom AT (pexomennaiiii GMDI/SERC)

Bik daninananin Tupo3un IIpotein®
(Mr/neHp) (Mr/neHp) (T/xT)

HemoBnsaTa i ity y Bini <4 pokis®

Bin 0 no <3 130-430 1100-1300 3-3,5

MICSI[IB®

Bin 3 no <6 135-400 1400-2100 3-3,5

MICSILIIB

Bin 6 no <9 145-370 2500-3000 2,5-3

MICSILIIB

Bin 9 no <12 135-330 2500-3000 2,5-3

MICSIIB

Binx 1 poky no 200-320 2800-3500 >=30

<4 pokip*

Binx 4 pokiB 10 3piioro Biky®

Bin 4 pokis no | 200-1100° 4000-6000 120-140% Bix

3pUIOTO BIKY HIC nis Biky'

GMDI — Genetic Metabolic Dietitians International; SERC — Southeast Regional

Newborn Screening and

Genetics Collaborative; DA —
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dbenutananinriipokcmwiaza; DA — deninanadin; ®KY — denunkeTonypis;
HIIIC — HeoOXxigHe MOACHHE CIIOKUBAHHS.

‘PexoMeHaIlil BIIHOCHO MpPOTEiHYy s OCi0, SKi CIIOKHBAIOTh MEIUYHI TPOJYKTH, IO
CKJIaJIAIOThCSI 3 aMiHOKHCIIOT, aje 0e3 DA, sik yacTHHY iX JpKepela IpoTeiHiB.

bPexoMeHI0BaHE CIIOKMBAHHS IS HEMOBIAT i JiTel y Bili <4 pOKIiB IPEICTABICHO I
IHAMBIIB 3 BaxkKow Gopmoro nedinuty OATL, sKi OTpUMYIOTh JIIKYBaHHS JIMIIE OJHIEIO TIETOO
3 oOmexxenHsiMu DA. Pekomenanii BiTHOCHO €HEprii 1 CIIOKUBAHHS PITUHHA HE BiJIPI3HIIOTHCA
B1JI HOPMAJIBHOT MTOMYJISAIIII.

‘Tlorpeba B @A ast HeNOHOIIEHUX HEMOBIAT 3 AedinuroM PAIT Moxke OyTH OUIBII BUCOKOIO.
9Tonepantnicts 10 PA SK mpaBUIo cTabiibHA 10 AOCSTHEHHS 2—5-PiYHOro BiKY, OCKiNbKH
notpedu B DA 6a3yroThcsi Ha KOMOiHAIiT po3Mipy (30UIBIIYETHCS 3 BIKOM) 1 MIBUAKOCTI POCTY
(3MeHITy€eThCs 3 BikoM). JIJIsi KOYKHOTO 1HAMBITyaJIbHOTO MAaIlieHTa CroskuBaHHs DA KOPUTYIOTh,
0a3yr04rch Ha YaCTOMY MOHITOPHUHTY piBHSI DA y KpOBi.

Mliana3on cnoxuBanHs ®EH npencraBnenuii 11st Bcboro cnektpy aediuuty OAI (Big nerkoro
JI0 TSDKKOTO).

PPexoMenioBaHe CIIOKHMBAHHS nporeiny Ounbine, HiK HILC, ockinbku 1e HEOOXigHO AJs
HiATPUMAaHHS HOPMaJIbHOTO pO3BUTKY npu aedinuti DAT.

Tabnung 7. I'pannunuii pieHb @A y cuposarii Kposi nauieHTiB 3 OKY/T'OA
PI3HOTO BIKY IiJl Yac Ji€TOTeparii

Bik i mepioau ;xutTTsi PiBenr ®A
MaLi€HTIB MKMOJ1b/J1 Mr %
0-6 pokiB 120-360 2-6
7-9 pokiB 120-360 2-6
10-12 pokiB 120-360 2-6
13-15 poxkiB 120-360 2-6
16-18 pokiB 120-360 2-6
18 pokiB i OinbITe 120-360 2-6
MepeIKOHIICTIII MHUMA
nepioa Ta Iepiof 120-240 2-4
BariTHOCTI

BHAK 3acTtocoByeTbCsi y BUIVISIII XapYOBHX MPOAYKTIB Ui CHELiaIbHOIO
JIETUYHOTO  CMOKMBAHHA HApsily 3 BHUKOPUCTAHHAM I1HIIMX  TMPOIYKTYB
CIel1aJII30BaHOT0 JIKYBaJIbHOTO XapuyBaHHsS 3 MeTOro nocuieHoro 3axucty [{HC
y MaIi€HTIB 3 HEJOCTAaTHIM KOHTpoJieM piBHA DA.

4.5.2. IlpusHayeHHsI cCANIPONTEPHHY.
Jlesaki mamieHTH, y SKUX 30epiraerbCcs 3alMIIKOBAa AaKTUBHICTh (PEepMeEHTY,
BIIMOBIZAIOTh HA TMPU3HAYEHHSI CaAlpONTEPUHY IMIJIBUIICHHAM METa00Ii3My
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dbeHlIananiHy 3 NMePEeTBOPEHHSIM HOrO B THPO3HUH. [Tpubnu3HO 25-50%
namieHTiB 3 OKY/T'OA, nepeBaxHo 3 MIKUMU Ta MOMipHUMH BapianTtamu OKVY,
BIJIOBIIAlIOTh Ha JIKYBAaHHS CAMpPONTEPHHOM. PilIeHHS MO0 3aCTOCYyBaHHS
JIKyBaHHS CalpONTEPUHOM 3aJeKUTh BiJ pPeE3yJbTaTiB HaBaHTAKYBaJIbHOTO
010N TepUHOBOBTO TecTy (po3ain 4.2, momarok 1).

VY martienTiB 3 uyTiauBoio 10 BH4 ®KYVY canponTepun npr3HadarOTh OJUH pa3 y
neHb y 1031 5—20 mr/kr. Haitgacrime a1 movaTky JiKyBaHHS 3aCTOCOBYETHCS /1032
20 mr/xkr.

4.6. MoHiTOpiHT cTany nauieHTiB 3 PKY/T'®A

[Mamientn 3 ®KY/T'OA noTpelOyroTh peryaspHOTO Ta PETEIbHOTO CIIOCTEPEKECHHS.
KoHTposib 32 maimieHTamMu Mae 3/A1MCHIOBATHCH B 3aJI€KHOCTI BIJ BIKYy, IPU 3MiHI
NPOJYKTIB XapyyBaHHS, HAPHUKJaJ, BBEIEHHS MPUKOPMIB y aiTed 4-6 Mmicsuis,
a00 HasABHOCTI TOCTPUX 3aXBOPIOBaHb, 3a BHU3HAUYECHOI CXEMOIO, OI[IHKOIO
OTPUMAHUX J@HUX IMOAO0 €(PEKTHUBHOCTI Ta MOJAIBIIMM KOPUTYBAHHSIM ILIaHY
JIKyBaHHS 3a HEOOX1THOCTI.

Ta6murs 8. Yactora KOHTPOITHO piBHS DA KITIHIYHOTO Ta (Di3MKAIBHOTO CTATYCY)

BikoBuii nepiox (poxu) | Yacrora 3a0opy kpoBi| Ouninka KJIiHIYHOIO Ta
Ha DA (dizukaabHOIO cTarycy

0-1 HIOTHUXKHS He menme 1 pasy Ha 2

THXKHI

2-9 1 pa3 Ha 2 THXXHI Kosxui 3-6 micaris

10-15 [IIOMICSLII Kosxui 6 micamiB

15-18 Koxni 2-3 mics Koxni 6-12 micsaris

Crapmii 18 KoxHi 2-3 Micsi KoxHi 1-2 poku

Tabnuns 8. PekoMeHalii BIIHOCHO MCUXOJIOTTYHOTO TECTYBAaHHS

Tun recryBaHHs BikoBuii | PekomennoBanmii tect | IHTepBan
aiana3oH
P03BUTOK 1 IHTENEKT <2,5 Bayley Scales of Infant1 | 3a kiiHIYHUMH
POKiIB Toddler Development — | moka3aHHsIMH
TpET€E BUIAHHS
2,56 Wechsler Preschool 1 KoxHi 3 poku
POKiB Primary Scale of a0o 3a
Intelligence — Tpere KITHIYHUMHA
BUAHHS TOKa3aHHSIMHU
(WPPSI-III)
>6 pokiB | Wechsler Abbreviated 3a KIIHIYHUMHA
Scale of Intelligence — | mokazaHHsIMU
npyre suaaHas (WASI-
)
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Tun recryBaHHs BikoBuii | PekomennoBanmii tect | IHTepBas
aiana3oH
Bukonapue >3 pokiB | Behavior Rating [Tpunaitmsi
(byHKITIOHYBaHHS Inventory of Executive KOHI 2—3 poKu
Functioning (BRIEF); a0o 3a
caMocTiiHO (BiK 11 pokiB | KJIIHIYHUMHU
1 cTapiie), 3BIT KOTOCh 13 | TOKa3aHHIMHU
0aTbKIB UM BUUTEIS
[Toseninkose/emoriitine | 3—18 Behavioral Assessment [MpunaiimHi
(byHKITIOHYBaHHS POKIB Scale for Children — KOXHI 2—3 poKu
npyre BuganHs (BASC— | abo 3a
2); KJIIHIYHAMUA
CaMOCTIIHO (BIK 8 POKIB 1 | TOKa3aHHIMU
cTapiie), 3BIT OJTHOTO 3
0aThKIB YU BUUTEIS
Hopocm | Beck Depression [punaiimHi
Inventory — npyre KOXH1 2—3 poKH
Bunanus (BDI-II) 1/abo | abo 3a
Beck Anxiety KJIIHIYHIMH
Inventory (BAI) TIOKa3aHHSIMHU
AJanTHBHI HABUKHU >3 pokiB | Adaptive Behavior [TpunaiiMHi
Assessment System — KOXHI 2—3 poKu
npyre BugaHis (ABAS— | abo 3a
) KJIIHIYHAMHA
NIOKa3aHHSIMHU
Hopocmi | Adaptive Behavior 3a KIIHIYHUMH
Assessment System — MOKa3aHHSIMU

npyre Buganus (ABAS—
1))
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V. PECYPCHE 3ABE3IIEYEHHSA BUKOHAHHSA TIPOTOKOJIY

Ha MoMeHT 3aTBepIKeHHSI IIbOTO YHI1()IKOBAHOTO KJIIHIYHOTO IMPOTOKOJY 3aco0u
MaTepiaJbHO-TEXHIYHOTO 3a0e3IMeUeHHs J103BOJICH] /10 3aCTOCYBaHHS B YKpaiHi.
[Tpu po3pobii Ta 3acTOCyBaHHI JOKATBHUX KIIHIYHUX MPOTOKOJIB MEIUYHOI
TOTIOMOTH (KIiHIYHMX MapmpyTiB naniedTiB) (mami — JINIMJ] (KMIT)) meobximHo
MepeBIpUTH  peecTpamito B YKpaiHi 3aco0iB  MaTepiaabHO-TEXHIYHOTO
3abe3neueHns, ski BkmodaroTbes go JIIIMJL (KMII), Tta BigmoBigHICTH
NpU3HAYCHHS JIKapChbKUX 3ac00iB [HCTpyKWil AJIE MEIUYHOTO 3aCTOCYBaHHS
J1KapchKOTro 3aco0y, 3aTBepKeHIH MiHICTEpCTBOM OXOPOHHU 3A0POB sl YKpaiHU.
JlepkaBHHI pPeeECTp JTKAPCHKUX 3ac00iB YKpaiHM 3HAXOIUTHCS 3a CICKTPOHHOIO
anpecoro http://www.drlz.Kiev.ua/.

5.1. Bumoru aiasi 3aKJjaJaiB OXOPOHH 310POB’fl, AKi HAAAKTh MNEPBHHHY
MeIUYHY J0IIOMOTY

5.1.1. Kaaposi pecypcu
Jlikap 3aranabHOi NMPAKTUKU—CIMEWHUN JIKap, JIKap-neaiatp AUIBHUYHUHN, JiKap
TepaneBT AUIbHUYHUIA, METUYHA CECTPA 3arajJbHOl MPAKTUKU.

5.1.2. MarepiajibHO-TeXHi4YHe 3a0e3MeYeHHA
OcuHamenns. Bignosigao 10 Tabensa ocHaIeHHS.

5.2. Bumoru aJs 3aKJaaiB OXOPOHHM 30POB’sl, SIKi HAIalOTh BTOPHHHY,
TPETHHHY MEAMYHY JOMOMOTY

5.2.1. Kaaposi pecypcu

Jlikapi: memiatp, TepamneBT, HEBPOJIOT JUTSYUN, HEBPOMATOJIOT, TICUXIaTp
TUTSYMM,  TICUXIaTp, TEHETHK, JIE€TOJOr,  OTOJApPUHTOJIOT  JUTAYUM,
OTOJIADUHTOJIOT,  TICUXOJIOT, OpPTOMEA-TPaBMATOJOT  JAUTAYAA, OPTOIEI-
TPaBMaTOJOT, MEAUYIHI CECTPH.

5.2.2. MarepiajibHO-TeXHi4YHe 3a0e3MeYeHH

OcHamennsi: TecT 1151 TOCTIPKEHHS 1HTEJIEKTYaJIbHOTO PO3BUTKY MaIll€HTA.
Iamre — BigmosigHo go Tabens ocHalleHHS.

Jlikapcbki 3aco0m:
Canponrepun
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VI. Inaukartopu  SIKOCTI MeIUYHOI ONMOMOIH
®opma 025/0 — Menuuna kapra amOynatopHoro xsoporo (®Popma
Ne 025/0), 3aTBepmxena Haka3oM MiHicTepcTBa OXOpOHH 30pOB’sl YKpainu Bijg 14
grotoro 2012 poxy Ne 110 «IIpo 3aTBepmxeHHs (QOpM MEpBUHHOI OO0JIIKOBOI
JOKYMEHTaIlli Ta 1HCTPYKI[H MO0 iX 3alOBHEHHS, IO BHUKOPUCTOBYIOTHCA Y
3aKjlajax ~OXOpPOHM 3/0pOB’S  HE3aJIeXHO BiA (GOpMU  BIACHOCTI  Ta

HiATOPSAKYBAaHHS, 3apeeCTpOBaHOTO B MiHiCTepCTBI tocTUllli YKpainu 28 KBITHS
2012 p. 3a Ne 669/20982.

®opma Ne (097/0 - Kapra po3BuTKy HOBOHapoxeHoro (dhopma 097/0),
3arBep/keHa HakazoM MO3 Vkpainu Bing 26 nunug 1999 poky Ne 184 «IIpo
3aTBEPIHKEHHS dbopm 00JI1IKOBOT CTaTUCTUYHO]T JTIOKyMEHTAIll1, 1110
BUKOPHUCTOBYETHCS B CTAI[lOHApaX JIKYBaIbHO-TIPO(PIIAKTUUHHUX 3aKIIa 1B

®opma Ne 097-1/0 - Bumnwucka 13 Kaptu po3BUTKY HOBOHAPOIKEHOTO
(popma 097-1/0), 3arBepmxenHa Hakazom MO3 VYkpainu Bix Big 29 rpyans 2000
poky Ne 369 «IIpo 3aTBepmxkeHHs GopM MeaudHOi 00JIIKOBOI JOKYMEHTAII1, 10
BUKOPUCTOBYETHCS B CTAI[lOHAPAX 1 MOJIKIIIHIKAX (aMOyIaTopisx)»

®opma 112/0 — Ictopis po3Butky autunu (Popma 112/0), 3aTBepmKeHa
HakazoM MO3 VYkpainu Big 28 nunHs 2014 poky Ne 527 «IIpo 3aTBepmxeHHs
dbopM nepBUHHOT 0OJIIKOBOT JOKYMEHTAIII1 Ta IHCTPYKIIIH 11010 X 3aIlIOBHEHHS, 110
BUKOPHUCTOBYIOTBCSl y 3aKjIaJiax OXOPOHH 3J0POB’f, SKI HalalOTh aMOylIaTOpPHO-
NOJIIKJIIHIYHY JOIOMOTY HACEJIEHHIO, HE3aJ€KHO B1Jl MIANOPAIKYBAaHHS Ta GopMu
BJIACHOCTI», 3apeecTpoBaHUM B MiHicTepcTBl rocTtulii Ykpainu 13 ceprnHs
2014 poxky 3a Ne 959/25736.

6.1. IEPEJIIK IHJIUKATOPIB SIKOCTI MEJUYHOI JJOIOMOI'A

6.1.1. HasBHicTh y JiKaps 3arajibHOi MPAaKTUKUA-CIMEMHOTO  JIKaps
JIOKaJIBHOTO MPOTOKOIY BeAeHHs narienTa 3 OKY/T'DA.

6.1.2. HasBHiCTh y JiKaps 3akyiagy OXOPOHHU 370POB’s, IO HaJla€ BTOPUHHY
(cmemiamizoBaHy), TpPETUHHY (BHCOKOCIEIIATi30BaHy) MEIUYHY JIOMIOMOTY,
JIOKAJIbHOTO MPOTOKOTY BeAeHHs natienTa 3 OKY/T'DA.

6.1.3. Bincotok martienTiB 3 piBHeM @A 10 Mr/m1 1 BuIe, SKUM MPU3HAYECHO
J€TOTEpanito He mi3Hime 21-ro JTHs micias HapOoKSHHS.

6.1.4. BigcoTok HOBOHAPOKEHUX, JIJIs ikux OyB nposenenniit MHC.

6.2. ITacmopTH iHAUKATOPIB AKOCTI MEAMYHOI JOMOMOTH

6.2.1.A) HasiBHicTh y Jikapsl 3arajibHOI NPAKTHKHU-CIMEHOIO JiKaps
JIOKAJIBHOTO MIPOTOKOJY BeAeHHs nanieHra 3 PKY/I'OA

b) 3B’s130Kk iHAMKaTOpa 13 3aTBEPIKEHUMH HACTAaHOBAMM, CTaHIApPTAMH Ta
IPOTOKOJIAMHU MEIUYHOI JOTIOMOTH.

[HnuKaTop TPYHTYETbCSI Ha TOJOXKEHHSIX YHI(IKOBAHOTO KIIHIYHOTO
OPOTOKOJYy  TMEpPBUHHOI, BTOPMHHOI  (cmewiaigizoBaHoi) Ta  TPETHHHOI
(BucokocmerianizoBanoi) MeaudHoi jgonomMorn «DeHIIKeTOHypis Ta 1HII
rinepdeHinananineMii».
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B) 3ayBaKeHHS I0JI0 1HTEPINpETAIlii Ta aHAJI3y 1HIUKATOpa

JlaHuil 1HAMKATOpP XapaKTEepU3y€e OpraHi3alliiHUN acleKT 3ampoBaKCHHS
CY4acHHX MEIUKO-TexHoJoriyHuX nokymeHtiB (JIIIMJZI) y perioni. SKicTb
MEAMYHOI JOMOMOTH TaiieHTaM 3 AiarHo3oM OeHUTKeTOHYpis, BiANOBIAHICTDH
HagaHHs MenuuHoi gomoMoru BuMoram JITIMJI, BianosigaicTs JITIMJI unHHOMY
YKIIM/I manuM iHAMKATOpPOM BHCBITJIFOBATHUCS HE MOXE, aje JJIs aHalli3y IHX
acmeKkTiB HeoOximHe o0oB’si3koBe 3ampoBapkeHHs JIIIMJl y 3akmamax oxopoHH
310pOB’sl.

baxxanuit piBeHb 3HaUEHHS 1HAUKATOPA:

2015 pik — 90%;

2016 pik ta moganeiuit nepiog — 100%.

I') IncTpyKIis 3 00YMCICHHS 1HAUKATOpa

a) Opranizamis (3akiag  OXOPOHH 3/I0pOB’s), SKa Ma€ OOYHCITIOBATH
IHIUKATOP: CTPYKTYPHI MIAPO3IIAM 3 TUTaHb OXOPOHU 3JI0POB'SL MICIIEBUX
Jep KaBHUX aJIMIHICTpaIlii.

0) [aHi HajmaroTbes JIKapsMHU 3arajibHOi MPAaKTUKU-CIMEMHHUMH JIIKapSAMHU
(amOynaTopisiMi CIMEHHOI MEIUUMHU, LEHTpPaMu MEPBUHHOI MEIMKO-CAHITApHOT
JIOTIOMOTH), PO3TAIIOBAHUMH Ha TEPHUTOPii OOCIyroByBaHHS, 10 CTPYKTYPHHX
N1IPO3A1IIB 3 TUTaHb OXOPOHU 3/I0POB'S MICIIEBUX JIEPKABHUX aIMIHICTPALIIi.

B) JlaH1 HAIAIOTHCS MOIITOO, B TOMY YHUCI1 €JIEKTPOHHOIO MOIITOIO.

r) Meroa o04HCIIEHHS 1HAUKATOpa: MIAPAXyHOK IUIIXOM PYYHOI 0OpOOKH.

[HnuKaTOp OOUMCIIOETHCA CTPYKTYPHUMHU MIAPO3JALIaMU 3 MUTaHb OXOPOHU
3JIOPOB'sl MICIIEBUX JEPXKABHUX aAMIHICTpaIliil Mcias HaAXOMKEeHHS 1H(popMallii Bij
yCiX JIKapiB 3arajbHOl MPaKTUKU-CIMEHHUX JIiKapiB (amOymatopiii CciMerHOi
MEAMIMHU, LEHTPIB MEPBUHHOI MEIMKO-CaHITapHOI JAOMOMOIH), 3apEECTPOBAHUX
Ha TepuTopli OOCIyroByBaHHs. 3HAYEHHsS I1HIUKATOpa OOYHUCIIOETHCA SIK
BIJTHOILLIEHHS YHCEIbHHUKA /10 3HAMEHHUKA.

r) 3HaMEHHUK 1HAMKATOpa CKJIaJa€ 3arajibHa KUTBKICTh JIKapiB 3arajbHOi
MPaKTUKU-CIMEHUX JiiKapiB (amOynaTtopii CIMEWHOI MEIWUMHHU, LEHTPIB
NEPBUHHOT  MEIUKO-CAHITapHOI  JIONOMOTHM), 3apEECTPOBAaHUX B  palioH1
oOcnyroByBaHHsA. Jlxeperaom iHQopMauii € 3BIT CTPYKTYpPHHX HIAPO3AUIIB 3
MUTaHb OXOPOHHU 3/I0POB'St MICLEBUX JEpPKaBHUX aIMIHICTpAlIl, SKHUM MICTHTb
iH(pOpMaIlil0 MPO KUIBKICTh JIIKApIB 3arajibHOi MNPaKTUKU-CIMEHHUX JIKapiB
(amOynatopiii CciMEHHOT MEIMIIMHM, UEHTPIB NEPBUHHOI MEIMKO-CAHITapHOT
JIOTIOMOTH ), 3apPEECTPOBAHUX HA TEPUTOPIi 00CTYyrOByBaHHS.

n) UncenpbHUK 1HAWUKATOpa CKJIada€ 3arajbHa KIUIBKICTH JIIKapiB 3arajibHOl
MPaKTUKU - CIMEHHUX JikapiB (amOynaTopiii CIMEWHOI MEIWIIMHH, IEHTPIB
NEPBUHHOI ~ MEAMKO-CAaHITapHOI  JOMOMOIH), 3apEeECTpPOBAHMX B  pailoH1
oOCITyroByBaHHS, I SKUX 3aJI0OKYMEHTOBAaHWU (DaKT HASIBHOCTI JIOKAJIHHOTO
MPOTOKOIY MEAWYHOI JIOTIOMOTH TAli€HTy 3 (EHUIKeTOHypi€cro (HamaHun
exzemiursp JITIM). Txepenom indopmartii € JITIM /I, Haganwii nikapem 3arajibHOT
NPaKTUKU - CIMEHHUM JiikapeM (amOylaTopiero CIMEMHOI MEIUIIMHM, LIEHTPOM
NEPBUHHOT MEANKO-CAHITAPHOI JOTIOMOTH).

€) 3HaueHHs 1HIUKATOpa HABOAUTHCA Y BIJICOTKAX.
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6.2.2.A) HasiBHicTb Yy JiKapsi 3aKJaay OXOPOHH 3/I0POB’sl, 10 HAAAE
BTOPMHHY (CHeniajgi3oBaHy), TPeTHMHHY (BHCOKOCHENiaJi30BaHy) MeIUYHY
JT0IOMOTY, JIOKAJILHOT0 MPOTOKOJY BedeHHs nanieata 3 ®KY/I'®A

b) 3B’a30k iHAMKaTOpa 13 3aTBEPKCHMMH HACTAaHOBAMHM, CTaHAapTaMH Ta
MPOTOKOJIAMH MEIMYHOI JOTTOMOTH

[HIMKaTOp TPYHTYETbCS Ha TMOJOXKEHHSIX YHI(QIKOBAHOTO KIIHIYHOTO
OPOTOKONYy  TMEpPBUHHOI, BTOPMHHOI  (CHewliaii3oBaHOi) Ta  TPETHHHOI
(BuCOKOCTIEIiai30BaHoi) MeaudHOi jJonomMorn «@DeHIIKeTOHypis Ta  1HII
rinepdeHinananineMii».

B) 3ayBakeHHs 111010 IHTEpIIpETAIlil Ta aHAIII3Y 1HIUKATOpa

Jlanu¥i 1HAMKATOp XapaKTEepU3ye OpraHi3alliifHUA acleKT 3alpoBaKEHHS
Cy4YacCHUX MEIUKO-TeXHOJOTTUHUX JokyMeHTiB (JIIIMJI) y perioni. AxicTh
MEIUYHOI JIOTMOMOTH TallleHTaM 3 (DEHUIKETOHYPI€l0, BIAMOBIAHICTh HaJaHHS
MenuuHoi gonomoru Bumoram JITIM/, BinmosigaicTs JIIIMJ] unnnomy YKIIM/]
JTAHUM 1HJIUKATOPOM BHCBITJIIOBATHUCS HE MOXKE, alie JJIsi aHajli3y IHMX AaCIEKTIiB
HeoOx11He 000B’s13K0Be 3anpoBakeHHs JITIM/] y 3aknagax oXopoHH 340pOB’Sl.

baxanuii piBeHb 3HAUCHHS 1HIUKATOpA:

2015 pix — 90%);

2016 pik Ta moganeiwii nepion — 100%.

I') [HcTpyKIIis 3 00UKCIEHHS IHAUKATOpa

a) Opranizamisa (3akjiajJ OXOPOHM 37I0pPOB’s), sIka Ma€ OOYHUCIIOBAaTH
IHIUKATOP: CTPYKTYPHI MIAPO3IIAM 3 TUTaHb OXOPOHU 3JI0POB'SL MICIIEBUX
Jep KaBHUX aJIMIHICTpaIlii.

0) Jlani HagarOThCS JTIKAPSIMU-TEHETUKAMU (3aKJIaJjaMUd OXOPOHH 3JI0POB 4,
[0 HAIAIOTh CIICIiaIi30BaHy MEJIWYHY JOMOMOTY Tali€eHTaM 3 (eHITKETOHYPIEO,
pPO3TAIIOBAaHUMHU HA TEPUTOPIi OOCITYrOBYBaHHS, O CTPYKTYPHUX MiAPO3IALIIB 3
MUTaHb OXOPOHU 3JI0POB'SI MICIIEBUX JIEPKABHUX aJMIHICTpAIIiil.

B) JlaH1 HaIatOTHCS MOIITOIO, B TOMY YHUCII1 €IEKTPOHHOIO TOIITOIO.

r) MeTon 00YMCIEHHS 1HIUKATOPA: MIAPaXyHOK IIIIXOM PYyYHOi 0OpOOKH.

[HaMKaTOp OOUYMCITIOETHCA CTPYKTYPHUMU MIAPO3AUIAMH 3 TUTaHb OXOPOHU
3I0POB'sS MICIIEBUX JIEPKABHUX aIMIHICTpaIlli MiCJIsl HAAXOKEeHHs 1HhopMallii Bl
yCiX JIIKapiB-T€HETUKIB (3aKJIaiB OXOPOHHU 37I0POB 4, 1110 HAJIa0Th CIICI1aTi30BaHy
MEIUYHY JIONIOMOTY TaiieHTaM 3 (EHIIKETOHYpI€), 3apeecTpoBaHUX Ha
TepUTOPil 0OCTYyroBYBaHHs. 3HAYEHHS 1HIUKATOpa OOUYUCIIOETHCS K BITHOIICHHS
YuCeIbHUKA IO 3HAMEHHUKA.

r) 3HaMEHHUK 1HUKATOpa CKJIAJa€ 3arajbHa KUTHKICTH JIIKapiB-TCHETHKIB
(3aKyaaiB OXOPOHM 3/J0POB’S, IO HAJAIOTh CHEIali30BaHy MEAUYHY JTOTOMOTY
naiieHTaM 3 (EHITKETOHYPI€I), 3apeeECTPOBAHUX B paloHI OOCITYroBYBaHHS.
Jlxepenom iH(opMallii € 3BIT CTPYKTYpPHUX MIAPO3AUIIB 3 TMUTaHb OXOPOHU
3JI0POB'sl MICIIEBUX JEP>KaBHUX aIMIHICTpaIliii, SIKUA MICTUTH 1HGOpPMAIII0 PO
KUIBKICTh  JIIKApiB-TEHETUKIB (3aKJIaJiB OXOPOHU 3J0POB’S, IO HAJAIOTh
cHemiaigizoBaHy  MEIUWYHY  JIONOMOTYy  TalleHTaM 3  (PeHUIKETOHYPIElO,
3apeeCTPOBAHUX HA TEPUTOPIT 0OCTYTrOBYBaHHS.

n) YucenbHUK 1HIUKATOpa CKJIAJa€ 3arajibHa KUIBKICTh JIIKapiB-T€HETHKIB
(3aKJIaiB OXOPOHM 3/I0POB’S, II0 HAAAIOTh CIELIaTi30BaHy MEIUYHY JIOMOMOTY
namieHTam 3 (DEHUIKETOHYPIEI0, 3apPEECTPOBAHUX HA TEPUTOPIi O0OCIYroBYBaHHS,



35
JUIS KX 33I0KyMEHTOBaHWW (DaKT HAsIBHOCTI  JIOKAJIBHOTO  TPOTOKOIY
MEIUYHOI JOTIOMOTH Talli€eHTaM 3 (EHUIKETOHYpI€ (HAJAaHUN EK3eMILISIp
JIIMJ). dxepenom indopmariii € JIIIM/I, Haganuii TikapeM-TacTpOSHTEPOIOrOM
TUTSIUM/JTIKapEeM-TaCTPOSHTEPOIOTOM  (3aKJIaJIoM  OXOPOHH  3J0POB’sl,  IIO
HAJAI0Th CIEIIaNII30BaHy MEIUYHY JOTIOMOTY TaIliEHTaM 3 PEHITKETOHYPIEIO.
¢) 3HaueHHs 1HUKATOpa HABOJIUTHCS Y BiJICOTKAX.

6.2.3.A) Bigcorok mnauieHTtiB 3 piBHem ®A 10 mr/aia i BuIie, SIKUM
NMPU3HAYEHO Ji€ToTepaniio He mi3Hile 21-ro qHS micJasi HAPOIKEHHS

b) 3B’s30Kk iHAMKaTOpa 13 3aTBEP/IKEHUMM HACTAaHOBAMM, CTaHIApPTAMH Ta
MPOTOKOJIAMHU MEMYHOT JOITOMOTH.

[HaMKaTOp TPYHTYETHCA Ha TOJOKEHHSAX YHI(PIKOBAHOTO KIIHIYHOTO
MPOTOKOY  TEPBUHHOI, BTOPUHHOI  (cHeriamxi3oBaHoi) Ta  TPETUHHOI
(BucokocHeIianizoBaHoi) MeauyHoi jgonomMord «@DeHUIKETOHYpis Ta 1HII
rinep@eHiIaIaniHeMI».

B) 3ayBakeHHs 110710 IHTEpIIPETAIlll Ta aHAJII3Y 1HIUKATOpa

Jlanuii 1HAUKATOp XapaKTEepU3y€ CBOEYACHICTh NMPHU3HAYEHHS J1€TOTEparii
st crtadbimzanii piBHSI DA. IS KOPEKTHOTO BHU3HAYEHHS JAHOTO 1HAMKATOpa
HeoOXxiaHa peectpallis piBHI DA Ta BIZOMOCTEH 1070 MPU3HAYECHHS Jl€TOTepail
B IIEPBUHHIN MeNYHIi AJoKyMeHTaii (Icropist po3BuTKy nutunu, @opma 112/0).

a) Opranizamisa (3akjiajJ OXOPOHM 37I0pPOB’s), sIka Ma€ OOYHUCIIOBAaTH
IHIUKATOP: JIKapl 3arajdbHOi MPAKTUKU-CIMEMHI JiKapi; Jikapi — TneaiaTpu
JTUTBHUYHI; CTPYKTYPHI TMIAPO3AUIA 3 THUTaHb OXOPOHU 3JI0POB'St MICIIEBHX
Jep KaBHUX aJIMIHICTpaIlii.

0) [ani HajmaroTbCs JIKapsIMU 3arajibHOI MPAKTUKU-CIMEHHUMH JIIKApSIMHU
(amOymnaTopisiMu CIMEHHOT MEIUIIMHU, IEHTpaMU TMEPBUHHOI MEIUKO-CaHITapHOT
JIOTIOMOTH), ~ TIeJlaTpaMH  JUTbHAYHUMH, PO3TAIIOBAHMMU Ha  TEPUTOPIT
oOCITyroByBaHHs, JO CTPYKTYPHUX IMiJIPO3AUTIB 3 THUTaHb OXOPOHU 370POB'S
MICIIEBUX JE€P>KaBHUX aMIHICTpaIlii.

B) JlaH1 HAIAIOTHCS MOIITOIO, B TOMY YHUCI1 €JIEKTPOHHOIO MOIITOIO.

r) MeToa 004HCIIEHHS 1HAUKATOPA: NIAPAXYHOK HIJISIXOM PYYHOI 0OpOOKH.

[HaMKaTOp OOUYMCITIOETHCA CTPYKTYPHUMU MIAPO3AUIAMH 3 MTUTaHb OXOPOHU
3JI0POB's MICIIEBUX JIEPKABHUX aIMIHICTpaIlli MiCIs HAIXO0KeHHs 1H(QopMalii Bij
yCiX JIKapiB 3arajibHOi MPaKTUKU-CIMEHHUX JIiKapiB (amOynaropiii ciMerHoi
MEJUITMHU, TEHTPIB MEPBUHHOT MEIUKO-CaHITApHOI JOMOMOTH), 3apEECTPOBAHMUX
Ha TepuTopli oOOCIyroByBaHHs. 3HAYCHHS I1HAUKATOpPa OOYHUCITIOETHCA SIK
BIJIHOIICHHS YMCEJIbHUKA 10 3HAMCHHHKA.

r) 3HaMEHHUK 1HIMKATOpa CKJIaJa€e 3arajbHa KiJbKICTh IAIEHTIB 3 PIBHEM
®A 10 mr/manm 1 Buie, 3apeecTpoBaHUX B paiioHl 00ciyroByBaHHs. J[kepemom
iHdopmarii €: Kapra po3Butky HOBOHapomkeHnoro (popma 097/0); Bummcka i3
Kaptu po3Butky HOBOHapokeHoro (hopma 097-1/0); IcTopis po3BUTKY TUTHHU
(dopma 112/0).

1) YncenbHUK 1HAWMKATOpaA CKJIaJa€ 3arajbHa KIJBKICTh MAI[IEHTIB 3 PIBHEM
DA 10 mr/an 1 BuIIIE, IKUM IPU3HAYCHO JI€TOTEpaIiio He mi3Hime 21-ro gHs micis
HapOJ/KEHHS, 3apEeECTPOBAHUX B pailoH1 oOciyroByBaHHs. JlkepenoM iHpopmarrii
e: Kapra po3BuTky HOBOHapomkeHoro (¢popma 097/0); Bumnucka i3 Kaprtu
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pO3BUTKY HOBOHapopkeHoro (dopma 097-1/0); IcTopiss pO3BUTKY JIUTUHH

(bopma 112/0).
¢) 3HaueHHs 1HMKAaTOpa HABOJIUTHCS Y BiJICOTKAX.

6.2.4.A) BincoTok HOBOHAPOI:KEHUX, s skuX 0yB nposeaenniit MHC

b) 3B’s30k iHAMKaTOpa 13 3aTBEPKCHMMH HACTAaHOBAMHM, CTaHIapTaMH Ta
MIPOTOKOJIAMH MEIMYHOI JOITOMOTH.

[HnMKaTOp TPYHTYETbCS Ha TOJOXKEHHSIX YHI(IKOBAHOTO KIIHIYHOTO
OPOTOKONYy  TMEpPBUHHOI, BTOPMHHOI  (CHewliaii3oBaHOi) Ta  TPETHHHOI
(BUCOKOCTICITIai30BaHO1) MEAUYHOI JonoMoru «@DEeHUIKETOHYypis Ta 1HII
rinepdeHuTaIaHI HEMITY.

B) 3ayBakeHHs 111010 IHTEpIIpETAIlil Ta aHAIII3y 1HIUKATOpa

[MinboBuit  (OakaHuii) piBeHb 3HAYEHHsS IHJAMKAaTOpa Ha  eTarl
3anpoBamkenHs YKIIMJ] He Bu3HavaeThCa 3apaau 3amno0iraHHs BUKPUBIICH HIO
peanbHOi CUTYyaIlli BHACIIOK aIMiHICTPATUBHOTO THUCKY.

I') IncTpykiis 3 0OOYMCIEHHS 1THAUKATOPA.

a) Opranzamisa (303), sska Mae OOYUCIIOBATH 1HIMKATOP: POJOMOMIYHI
3aKJIaii; CTPYKTYpHI MIAPO3AUIM 3 TIMTaHb OXOPOHU 370POB’S MICIIEBHUX
JIep’KaBHUX aJIMIHICTpaIliil.

0) /laHi HajmarTbCS POJONMOMIYHMMH 3aKjIaJaMH, PpPO3TAIIOBAHMMHU Ha
TEPUTOPIi OOCIYrOBYBaHHS, A0 CTPYKTYPHUX MIAPO3AUIIB 3 IMHUTAHb OXOPOHU
3JI0pPOB’sl MICIICBUX JIEPKaBHUX aIMIHICTpaIIii.

B) JlaH1 HaIatOTHCS TOIITOIO, B TOMY YHUCII1 €IEKTPOHHOIO TOIITOIO.

r) MeTon oG4ucIeHHS IHAUKATOPA: MAPAXYyHOK IIJITXOM Py4HOi 0OpOOKH.

[HaukaTop OOYMCHIOETHCS CTPYKTYPHUMHU MIiAPO3AijIaMyd 3 MHUTaHb
OXOPOHH 3JIOPOB’Sl MICIEBUX JIEp)KaBHHX aIMIHICTpAIliid IICIIS HaJXOKCHHS
1H(opMmaIrii BiJ BCIX 3aKJIa/iB OXOPOHU 3JI0POB’s, 3apEECTPOBAHUX HA TEPUTOPIi
0o0CTyroByBaHHS. 3HAYE€HHS I1HIWKATOpa OOYHUCIIOETHCS SK  BIIHOIICHHS
YUCeNbHUKA 10 3HAMEHHHKA.

r) 3HaMEHHUK I1HAMKATOpa CKJIaJa€e KIIbKICTh HOBOHAPOKEHHUX,
3apEECTPOBAHUX B POJONOMIYHOMY 3akjiajl / Ha TEpUTOpii 0OCIyroByBaHHS.
Jxepenom iH(popmMaii €: Kapra po3BuTKy HOBOHapoxeHoro (popma 097/0).

1) UncenbHUK 1HIUKATOPA CKJIaAa€ KUIbKICTh HOBOHAPOKEHUX, IS SIKUX
oys mnposeaenuidi MHC. JIxepenom indopmanii e€: Kapra po3BuTky
HOBOHapopkeHoro (popma 097/0).

¢) 3Ha4YeHHS 1HJANKATOPA HABOJMUTHCS Y BIICOTKAX

B.o. ntupexkropa Meau4Horo ajenapraMeHTy
MO3 Ykpainu B.B. KpaBuenko
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VII. IlepeJik JiiTepaTypHUX [Kepes, BHKOPUCTAHHUX npu po3pooui
YHi()iKOBAHOT0 KJIIHIYHOT0 MPOTOKOJY MEJIUYHOI 10IIOMOTH

1. EnekTpoHHUN JTOKYMEHT «AJalToBaHa KIIIHIYHA HACTaHOBA, 3aCHOBAaHA Ha
nokazax. deHinkeToHYpis Ta 1HII TinepdeHiaaraninemiin, 2015.

2. Haxa3z MO3 Vkpainu Big 23.02.2000 Ne 33 «IIpo mraTHi HOpMaTUBH Ta TUIOBI
HITaTH 3aKJIaJiB OXOPOHHU 310POB’sD».

3. Hakaz MO3 Vkpainu Big 14.02.2012 Ne 110 «IIpo 3arBepmkeHHs ¢opm
NEPBUHHOI OOJIKOBOI JOKYMEHTAIlil Ta IHCTPYKILIM MO0 iX 3allOBHEHHS, IO
BUKOPHUCTOBYIOTBCSl Y 3aKjIaJiaXx OXOPOHH 3/I0POB'S HE3aJeKHO Bl (Qopmu
BJIACHOCTI Ta MiAMOPSAIKYBAHHS.

4. Hakaz MO3 Vkpaimm Big 27.12.2013 Ne 1150 «IIpo 3arBepmkeHHS
[TpumipHOro Tabens MaTepialbHO-TEXHIYHOTO OCHalleHHs LleHTpy nmepBUHHOL
MEJIMYHO1 (MEIUKO-CaHITapHO1) IOMMOMOTH Ta HOTO MiAPO3ILTIBY.

5. Hakaz MO3 Vkpainu Big 31.03.2015 Ne 181 «IlIpo 3aTBepmKeHHS CbOMOTO
Burycky [epskaBHoro (opmyisipa Jmikapchkux 3aco0iB Ta 3a0e3leueHHs Horo
JIOCTYITHOCT1».

6. Haxaz MO3 Vkpainu Bix 02.03.2011 Ne 127 «IIpo 3aTBepmkeHHS NPUMIPHUX
Ta0eliB OCHAIICHHS MEIUYHOI TEXHIKOI0 Ta BHUPOOaAMU MEIUYHOTO
MPU3HAYEHHS IEHTPAJIbHOI paloHHOT (pallOHHOI) Ta IEHTPAJIBHOI MICHKOI
(MiCBKOT) JIIKAPEHBY.

7. Hakaz MO3 Vkpainn Big 28.09.2012 Ne 751 «IIpo cTBOpeHHs Ta
BIIPOBA/PKCHHS  MEAUKO-TEXHOJIOTIYHUX  JIOKYMEHTIB 31  CTaHaapTHU3alii
MEJIMYHOI JOTIOMOTH B ccTeM1 MiHICTEpCTBAa OXOPOHU 310POB’ST YKpaiHU.

8. Hakaz MO3 Vxkpaiau Bixg 05.07.2005 Ne 330 «IIpo 3ampoBamkeHHs BeaeHHS
€JIEKTPOHHOTO BapiaHTy OOJIIKOBUX CTaTUCTUYHHUX (OpM B JIKYBaJIbHO-
PO UIAKTUYHHUX 3aKITAAAX.

9. Hakaz MO3 Tta HAMH Vkpainu Big 31.12.2003 Ne641/84 «IIpo
YIOCKOHAJIEHHS MEIUKO-T€HETUYHOI JJOTIOMOTH B YKpaiHi».

10.Hakaz MO3 VYxkpainu Big 13.12.1999 Ne 290 «IIpo 3arBepKeHHS Taiy3eBOi
CTaTUCTUYHOI  OOJIKOBOI MEIWYHOI  JIOKYMEHTAIlli MEeIUKO-TeHETUIHOL
CITY)KOM».

11.Hakaz MO3 VYkpainu Bim 13.04.2006 No 224 «IIpo momoBHEHHS 10 Hakazy
MO3 Vxkpainu Bijg 29.12.03 Ne 620 «IIpo opranizariiro HajaHHsl cTallioHAPHOL
aKyIIepChKO-TIHEKOJOTTYHOI Ta HEOHATOJIOTTYHOI JOMIOMOTH B YKpaiHI»».

12.Hakaz MO3 Vkpainu Bigx 13.11.2001 Ne457 «IIpo 3axogum 1100
YIOCKOHAJIEHHSI MEIUYHOI JOIOMOTH XBOPUM Ha (PEHIJIKETOHYPIiI0 B Y KpaiHi».
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Honarok 1

710 YH1()IKOBAHOI'O KJIIHIYHOTO MPOTOKOJY EPBUHHOI,
BTOPHUHHOI (CIeIiani30BaHoi) Ta TPETHHHOT
(BHCOKOCTIEIIIaTI30BaHO1) MEIMIHOI TOTIOMOTH
«DeHInKeTOHYpis Ta 1HII rinepgeHiiarTaHiHeMID»

IIpoBeneHHs1 3-1€HHOI0 TECTY 3 CANIPONTEPHUHOM
1.0OCHOBHI MOJIOKEHHSA

YMoBU Juisl POBEJEHS TECTY

1. PiBerbr @A y kposi > 400MMob/11;

2. He 3MiHIOBaTH CIIOXUBaHHS OLIKY;

3. B yMoBax cOMaTWyHOTO 3J0pPOB’S Talli€HTa 0€3 TOCTPUX 3amaJIbHHUX
3aXBOPIOBaHb.

O3yBaHHS
1-# 1eHb canponTepUH HE MPU3HAYAETHCS;
2-i JIeHb CampoITEepUH NpHU3HAYaeThes B 7031 20 MI/Kr (mpemapaTr JaeThes
MIepOPANIBHO ITiJT Yac iki);
3-ii JIeHb CcalpoNTEepuH MPHU3HAYa€eThCs B 7031 20 MI/Kr (mpemapar JaeThCs
NepopaIbHO il Yac MpUMoMy 1ki).

[IpoBeneHHs 3a00py KPOBi

1-# nenn: 3a6ip kpoBi 3aiticHioeThes T0, T8, T16, T24 ronuan (BU3HAYAETHCS
®A ta TUP);

2-11 nenb: 3a0ip kpoBi 3aiticHoeThes TO, T8, T16, T24 ronuan (BU3HAYAETHCS
®A ta TUP ta GionTepunm)

3-ii menb: 3a0ip kpori 3miicHOeThC T0, T8, T16, T24 roguaM (BU3HAYAETHCS
®A ta TUP ta GionTepunm)

Ipumimka: 3a6ip kposi na T0 2-ii denv cnisnaoac 3 3abopom kposi na 124 1-
U Oens i 3a0ip kposi na T0 3-1i Oenwv cnisnadae 3 3a60pom Kpogi Ha Oenb T24

2. InTepnperanisi pe3yabTaTiB Ta NPOBeAeHHSI HACTYITHUX TECTIB

— Tect BBakaeThCSI MO3UTUBHUM, SKIIO piBeHb DA 3HUKYEThCS OLIbINE, HIK
Ha 30% Ha T16-24 ronun Ha 2-i neHb a00 3-i 1eHb. SIK mpaBUIIO, 3HUKCHHS
piBHst DA BigOyBaeThcs Bxke T8 roauH npuitomy npemnapary.

— 3menieHHs piBHSI DA Ha T8 roguny menue, Hix Ha 30 %, a Takox Ha T16
Ta T24 € 03HaKOIO BiICYTHOCTI BIATOBI/II HA Mpemnapar.

— JloBHOMO BIAMOBIAAIO HA TECT BBAXKAECTHCS ITO3UTHWBHA BIAIMOBIAL Ha 3-U
JieHb. SIKI0 MO3UTUBHA BiANOBIAL OTPUMAaHA Ha 2-i JICHb, aJie HE OTPUMaHa
Ha 3-#1 IeHb, TO CJIiJT BBAXKATH BIJICYTHICTh YYTJIMBOCTI Ha MpernapaT
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BianoBiae Ha npenapat y BUTJISII 3HIKEHHS piBHSI DA MeHIIe, HiXK
Ha 30% wna 3-i1 nmeHp Moxe OyTH TOKa3aHHSAM Ui TPOJOBKEHHS
HABAaHTAXYBAJIHHOTO TECTY Ha | TIKIEHB 3 TUM K€ PEKUMOM JT03yBaHHS.
[Tpu mponoBkeHHI TecTyBaHHs Ha 1-2 TXHI 3a0ip 3pa3KiB KpOBI MOBUHEH
Oyt MoudiKoBaHUM 1 3/A1MCHIOBATUCH TUTbKU 124, a6o T16 ta T24.
BiacytHicTe BiamoBial micis 1-2 THXKHEBOTO TECTYBaHHsSI CJIiJ] BBKATH SIK
BIJICYTHICTh YYTJIMBOCTI JIO TIpenapary.
B curyamii, konm iHTeprpeTaiisi OTPUMAHUX PE3YyJIbTaTIB HE MOXE OYyTH
0JTHO3Ha4YHOTO, ciia mpoectu JJHK anamis.
KomGinoBaue BUKOPUCTAHHS DA — Canpontepuny/ BH,4
HABAHTAXXYBAJbHOTO  TECTY HE  PEKOMEHJOBAHO,  OCKUIBKH  Jla€
XUOHOMIO3UTUBHUI pe3yJIbTaT.
CytreBe 3amkeHHss ®A Ounpiie, Hixk Ha 80-90% micns 4-8 ToauH CBITYUTH
PO HasBHICTH y nanieHTa cuaapomiB BHs nedinutis. IIpu nux cungpomax
piBeab THP mnigBuimyerbcst Bxe micias 4-X TOAMH Bl NpUOMY
CamnpoITEepUHY.
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HonaTox 2

710 YHI1(pIKOBAaHOTO KJIIHIYHOTO MPOTOKOJY MEPBUHHOI,
BTOPHUHHOI (CIIEiali30BaHOi) Ta TPETUHHOL
(BHCOKOCTIETIIaTi30BaHOT) METUYHO1 TOTIOMOTH
«DeninKeTOHYpis Ta iHII rinepdeHitaTaniHeMii»

HeoHaTa/ibHuii CKPHHIHT Ha
CIaJKoBi XBOPOOH 0OMiHY
(beHLIKeTOHYPISI, BPO XA eHHI
rinoTupeos, Ta iH.)

Hpasuna 3abopy 3paszkie Kkpoei 0.1

00CHINCeHHS

YHEI po3unH, GUHT abo Mapid, M'IKa TKaHHU-

1 ObnagHaHHS: CTEPUIBHUH TAHIET, AHTHCETTH-
3Ha, pyKaBHYKH Ta OIaHKH LI 300y KPOBi.

KPOBI He OMYCKATH KOHTAKTY (GiTbTPOBAIk-

: 2 SanosruTa Omank. [lepen Ta micng 3abopy
HOTO TIAIIPY 3 IHITIMH ITOBEPXHIMIH.

3irpiTu nepenbauyBane MicIle MYHKITi TEITIO0
Bomoro (1o 41 C) 3-5 xz.

MeJaTbHO Bif TiHil, 0 [IpOBETeHA Bij TAMIOHOM, IO sMOYermit B crpti. [ToTim 106pe
BEIIMKOT'O TATBIA 10 II'ITH abo TaTepanbHo TPOCYIIATH TE MICIIE CTEPHITBHOIO Maprero. e
BiJ{ MiHii, 1110 pOBeeHa BiJ TTPOIKKY Mixk OIEPEAUTD I'EMOIILS3.

4 Ta 5 manbIgMu Ta I'TOI0.

3 BusHaunTH MicIie IyHKII Ha II'TOYII - 5 [Iporepru Mictie mepeadatyBasol MyHKIL
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Tl pw BBERERI CKPHRIPYIO YHX MPOTPaN
AN A BHABRE HHA (UK ¢ TAX KOBIX

xBopob obmiKy Tpeba ToxaTKOEO
NpoBeCTH 3201p KPOBI

BsarTa XpoBi. Hanpasnexus ne prexaikynapye 10 (Ax onucaxos . 7)

nosepxa. He macaxysaty - Kebesnexa remonsy,

ROMILIKH IKTEPCTHINANBHOL TA BHYT PLUKBOKTITHN -

HOL piatof. [MHOMHA NyHKTYBAKKA - He BibLI
2.5 1 (weBesmera ocreomienity). Mepury xpanno
suTepry. Hory Tpmmary Ha pisKi ce pus, Wwo 3ano-
BiraTime posBHTKY BEHOIHOTO ¢T23Y.

BHCYWHTH SpaskH KpoBLY
TOPHIOKTAN BHOMY MORCUKEHHI He MeHIe
4-x ronux.

RAPHO RO Kpanni kpori. [Ipocrexarmi wob
Gnaxk 6yp MPOMHTAIGH KPOB' B HACKPDD.
3pasox nosxxex ByTy oxpyrnol popm. ¥ BinnpaenTH 3pasio Kpoki B
Pasi NpOBeNe KHA CKPININTY TiNbH 12 P KY rabopatopio Ke niKie 24.x
HOCTATHBO XBOX NAAM KpOBL. TOMHK 3 Yacy 3a60py KpoBi

7 Il prsmacTs naneposyi GRAKK NEPRery &Ky-
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Honatok 3

710 YH1(IKOBAHOI'O KJIIHIYHOTO MPOTOKOJY EPBUHHOI,
BTOPHUHHOI (CIeIiani30BaHoi) Ta TPETHHHOT
(BHCOKOCTIEIIIaTI30BaHO1) MEIMYHOT TOTIOMOTH
«DeHIIKeTOHYpIs Ta 1HII rinep@eHiTanaHiHeMID)

IndopmoBana 3roga 6aTbKIB 11010 TPOBEIEHHA HOBOHAPO/I:KEHOMY CKPUHIHTY Ha
CIaJKOBi XBOPOOU 00MiHY pe4OBHUH

S maTu Ta/a60 6aTbKO (200 3aKOHHUH NMPEeCTABHUK IUTHHH)

_ (npu3Buie, iM'sl, 10 0aTHLKOBI 0JHOT0 3 0aTbKIB) HOBOHAPOIKEHOI
JIUTHHHA
_, (mpi3BUILE) 1aTa HAPOAKEHHS
JIUTHHHA

Aaro (He 1a10) 3roy Ha B3AATTA 3pa3Ka KPOBi MOiil JUTHHI /151 IPOBeJAeHHS] CKPUHIHTY
HA

(motpidHe migkpecanTn) cnaaxkosi xsopodu oominy (PKY, BI', MB ta AI'C).
Indopmaniro o010 CKPUHIHTY HA CNIAKOBI XBOPOOM 00MiHY MHOI0 OTPHMAHO

Jara

Hignuc (mpisBuine, iM's, M0 0aTHKOBI 0AHOIO0 3 0ATHKIB)
36ip Ta 00poOKa MEePCOHATBHUX JAHUX 3AIMCHIOETHCS BIAMOBIIHO 10 3aKOHY YKpaiHU
"IIpo 3axKCT mepcoHAIbHUX JaHuX"



http://search.ligazakon.ua/l_doc2.nsf/link1/ed_2010_06_01/T102297.html
http://search.ligazakon.ua/l_doc2.nsf/link1/ed_2010_06_01/T102297.html
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Honatok 4

70 yHi(piKOBAaHOTO KITIHIYHOTO MPOTOKOTY NEPBUHHOT,

BTOPUHHOI (CIeIiani30BaHoi) Ta TPETHHHOT

(BHCOKOCTICI1aJII30BaHO1) MEAUYHOI TOTTOMOTH

«®DeninkeToHypis Ta iHII rinepdenizanraHiHeMiin
Tpasunvnuii 3pazox: Brank nponurari kpos'to

°
O PIBHOMIPHO Hackpisb. H
ulHKa :mu,\('v:x\-arnk HOBTOPHOTO ’
HAK/TQIaHHS KaUIApHOl
B3ATTHA
L]
mMarepiajny

KPOB1 Ha NOBEPINHIO, IO
npormmrana. He gomyckarn
Henpasunvne e3ammsa smamepiauy: Modwcnusi npuwunu:

Kacanug abo IMAIVBAHHA
TUIAM.

" i -Haknaganag GUIbTPOBANBHOIO NAIMPY 10 3'SBIEHHS KPAIUIl KPoBi
[" ' ‘,. -361p KpoB1 Ha GUIBTPOBAIBHI DAMp 3a JOMOMOI0K KAIVIAPY.
! . 4 - Topkanug A0 PUIBTPOBATLHOrO nAMmpy A0 abo meng 360py

PYKABHMKAMH M PYKaMH, KpeMOM JUIF PYK Ta 1H.

1. HeroctaTHa KUIBKICTB MaTepiany

- 361p KpoBi Ha GUIBTPOBATLHMIL AP 3a JONOMOI0I0 KANUIApY

- ?pﬂ‘!K" fepea BUINPAaBICHHAM BHCYIIICH! MEHIIIE 4 - X roamns.

3. 3pasku He BHCYIIEH] ePel BUTTPAB/ICHHAM

- B3a7TT4 KPOBI BUHHEHO 34 J0NOMOI0i0 OYAb - AKHX
IPHCTOCYBAHb.

- B3aTT4 KpOBI BUHHEHO HA 00LIB1 CTOPOHH (UIBTPOBATBHOTO
nampy.

- KoHraxt puibTpoBaIbHOrO HAIIPY 3 PYKABHYKAMH,
CIHPTOM, AHTHCCOTHMHIME PO3UHHAMIL, BOJIOK TA 1H.
- CapjieHHst UISHKH DYHKIUL

- 3pasku MULaH] BIVIEBY MBHIICHOL TEMIIEPATYPH

5. 3pasku snebapsienl, 3abpyaner abo 6yab -

M 3T - [Mepea B3aTraM KpoBl He Oy BIAAIEH] JATHIIKI CIHPTY 3
Micng 3abopy Kposl.
- Kontaxr uisTpoBaibHOIO NAPY 3 CIPTOM, KPEMOM 1L
PYK Ta iH.

_shac_ — - CaB/enus AUISHKN NYHKIL,

- HEJOTPIMAHHS NMPABI/T BHCVIIICHHR 3Pa3KY.

- BagT14 KpOBI Ha GLILTPOBAILHMIT HAMD 32 ZOMOMOTOK

KanvigpHol TpyOKi.

6. 3'aBIeHHd HA 3PA3KAX CHPOBOTOMHIX KUIEIb

- Kpyrose npuriagang Kpamm Kposi 20 GpuibTpoBaIbHOIO
Iampy BHPOJOBK TPHBATIOIO Yacy.

7. Almkans Ciuion Kpoel

@Q O ' O - He pagrmii marepian.

8. BiacyTHICTH KPOBI Ha 3paskax.
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JlomaTok 5
70 yHi()iKOBAaHOTO KITIHIYHOTO MPOTOKOIY NEPBUHHOI,
BTOPHUHHOI (CIeIiani30BaHoi) Ta TPETHHHOT
(BUCOKOCTICI1aJII30BaHO1) MEAUYHOI IOTTIOMOTH
«DeH1nKeToHYpis Ta 1HIII rinepgeHinalaHiHeMID»

IMam’saTka A9 nanienTa 3 QeHiIKeTOHYPi€cIo

Oeninkeronypis (OPKY) — 1me cmamkoBe 3axBOPIOBAaHHS, MPUUYUHOIO
SAKOTO € TIOpYIIEHHS OOMiHYy He3aMiHHO1 amiHOKucioTH (eHinmamaniny (DA),
sKa HAaJXOJIUTh B OpPraHi3M 3 DKelo, 30KkpemMa 3 OITKOBUMHU MPOAYKTaMu (M'Aco,
MOJIOKO, s, puba Tomo). [Ipuunnoio @KV e myramis B reni PAH, 3aBnsku
qyomy B opraHi3mi CUHTE3YEThCS HEAKTHUBHHI bepmeHT
deninananinrigpokcmnaza (OAID), skuit Bianosimae 3a mnepetBopeHHs DA B
1HIIYy aMiHOKHUCIOTY — TUpo3uH (THUP). Takum unHOM, B Opra”izmi XBOporo Ha
®KYV y BenMKHX KOHUEHTpalisx Hakonuuyerbess DA, 1m0 cupuurHsie TOKCUUHY
JIII0 Ha [EHTPaJIbHY HEPBOBY CUCTEMY, a 3 1HIIOTO OOKY CTBOPIOETHCS Ae(PilUT
TUPO3UHY, KWW MOTpiOEH [ poOOTHU TrojioBHOro Mo3ky. Hammumox DA
OPU3BOAUTH [0 YIIKOJKEHHS KIITUH TOJOBHOIO MO3Ky Ta iX BIJPOCTKIB.
TakuM YWHOM, BUHUKAIOTh HECHPHUATIMBI YUHHUKHU, SKI YIIKOJKYIOTH III€
HEPO3BUHEHUN MO30K JTUTHUHH.

B Vkpaini BopoBakeHO MporpaMy MacoBOTO0 HEOHATaIbHOTO CKPUHIHTY
(MHC), sxoro mnepegdayaHo IMpPOBEACHHS BCIM HOBOHAPOJKEHUM JIITSAM
TecTyBaHHS Ha piBeHb PA. Lleil CKpUHIHT-TECT NMPOBOJAMUTHCS HE paHille, HIXK
yepe3 48 roauH Ta He mMi3HIMIE 5-1 J00M MICAs HApPOIKEHHS AUTUHH. Jlns
0OCTEXEHHS BHKOPUCTOBYIOTH KamlJIApHY KpOB, 5Ky OepyTb 3 II’ATOYKHU
HOBOHapokeHoro. [lpu BusiBnenHi migsuiieHoro piBHa DA npoBoauThCS
MOBTOPHUH 3a01p KPOB1 3 HACTYIMHOI YTOUHIOKYOIO J1arHOCTUKOI0. [ToBTOpHO
BHUSBJICHUN NIABUIICHUN piBeHb PA B mepeBa)kHIl OUIBIIOCTI CBIIYUTH IIPO
HasiBHICTh y nuTuHu OKVY. [loganpeiry miarHOCTHKY Ta JIIKYBaHHS Y3TOJKYIOTh
3 JIIKAPEM-TEHETUKOM PET1OHAJIbHOTO MEIMKO-TEHETUYHOTO IEHTPY abo mpu
HasiBHOCTI moka3iB B Llentpi opdpannux 3axpoproBanb HICJI «OXMATINUT».
Haxxanb, okpemi BHUIAJAKHU 3aXBOPIOBAaHHS MOXYTh HE OyTH BHUSBJIEHI MpHU
npoenenHi MHC, Tomy pe3yabTaTOM HECBO€YACHOI JIarHOCTUKH Ta
HecBO€4YacHO po3novaTtoro JikyBaHHS OKVY € po3BUTOK po3yMOBOI BIJICTANIOCTI,
eNUICNTUYHOIO CUHAPOMY, YPaX€HHsS WIKIpu, 1, SK HACIIJOK, JOUTSYa
1HBaAJI1AHICTb.

OKYV ycnankoByeTbCs ayTOCOMHO-pELIECUBHUM HUIAXOM. Lle o3Hauae, mo
nutuHa 3 OKY HapomxyeTbcs Bif 310pOoBUX OaThbKIB. Y cCHagKyBaHHS
3aXBOPIOBAaHHS O0yMOBJIEHO HOCIMCTBOM MyTalii sIK y Martepi, Tak 1 y 6aTbka
JTUTUHH. PHU3WK MmoOBTOpHOTO HapomxkeHHs nuTuHu 3 DPKY B Takii pomuHi
ctanoBuTh 25%. IlinTBepauTu HasBHICTH MyTamii B TreHi PAH MoxHa 3a
JIOTIOMOT 00 MOJIEKYJIIpHO-TeHeTH4YHOro aHamiizy adbo JIHK ananizy.

Hutuna 3 OKVY HapomxyeTbest 6e3 Oynb-SKHUX MPOSIBIB 3aXBOPIOBAHHS.
OpHak 3 MOYaTKOM TOAYBaHHS, MPU HAIXOKEHHI B OpraHi3M Oijika TpyAHOTO
MoOJiOKa a0o HOro 3aMiHHHMKIB BHHMKAIOTh NEpIIl CHUMITOMH, SIKI BaXKO
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posnizHatoThes sk cumnromu OKY. B nepiog HOBOHAPOJI>)KEHOCTI 10
noyatky JikyBaHHS y AuTuHu 3 DKV wacrime BUSBIAIOTBCS Takl O3HAKU
3aXBOPIOBAHHS: MIIABICTH 200 MiJBUIIEHA 30yAIUBICTh, OIPLIOCTI a00 0OMmUpHI
nepmatuti. O3HAaKU ypa)KeHHS [EHTPaIbHOI HEPBOBOT CUCTEMH MPOSBISIOTHCS
B mepioAi Big 4 A0 6 MiIcCALIB KUTTSA: AUTHHA HE pearye Ha OTOUYIOUHX,
nepecTtae MOCMIXaTUCh, LIKABUTUCH ITpalikamu, 3aTPUMYEThCA (HOpPMyBaHHS
BXJIMBUX MOTOPHHUX (YHKIIH (CHIIHHS, TOB3aHHS, TUTHHA TIEPECTAE TPUMATH
TOJIOBY), B JCSKHX BHUIAJKaX PO3BUBAIOTHCS eMuICNTHYHI Hamagu. CUMITOMHU
ypaKeHHS IIKIPpU CTalOTh OUIBII BUPAKCHUMHU Ta BaXKO MIAMAIOTHCS
JiKyBaHHIO. B el dac 6arbku BiguyBaloTh crnenudidyHUM 3amax BiJ JUTHHH,
AKAW Harajye «Mumaviiy. Y niTeil BIKOM cTapiie OJHOTO POKy (GopmyeThes
CyTT€BA 3aTpUMKa IICUXIYHOTO Ta MOBHOI'O PO3BUTKY 1 BIAMIYAETHCA
rinepakTUBHA TOBEAIHKA Yy TMO€JHAHHI 3 TICUXOTUYHUMH Ta ayTUYHUMH
po3yiaiaMu, 1HOA1 BUHUKAIOTh CYJOMHI HamaJu Pi3HOTO CTYNEHS BUPAXKEHOCTI,
€K3eMaTO3H1 3MIHM Ha mKipi. YacTo y HenikoBaHux xBopux Ha DKV ceua mae
CBOEPITHUN «MUIIAYUI» 3amax.

Hns miarBepaxenHs aiarno3zy @KV abo rinepdeninananinemii (I'OA)
HEeOOXiJHO MPOBECTHU MOBTOPHE 0OCTEXEHHSI Ha piBeHb DA B KpoBi. Y JESIKHUX
BUNAJKaxX BUABJIEHHsS miABulIeHOoro piBHI ®A mnorpeOye mnpoBeneHHs
JI0JJaTKOBUX OOCTEXEHb Ha BMICT OIONTEpUHIB B ceyl Ta KpoBl auTuHu. lle
JI03BOJISIE€ A1arHOCTYBATH 1HILI 3aXBOPIOBAHHS, IIPU SIKMX BUCOKHUH piBeHb DA €
TAaKOXX XapaKTEpPHOI O3HAKOI, ajie 11 3aXBOPIOBAaHHS MaloTh JIIKYBAaTHCh
IHIIAMHA METOJaMH.

['onoHoto metoro nikyBaHHS ['DA Ta KV € 3umxenns piBHs PA 1o
IPAaHUYHOTO BiJMOBIAHO JO0 BiKY Ta O€3MEUYHOr0 JJisi PO3BUTKY AUTHHH. Bubip
METOy JIKyBaHHA 3alexuTh Bia (Gopmu DKV, sky Bu3HA4YalOTh MijJ 4ac
poBeIeHHs MOBTOpHOTO 3a00py kpoBi Ha DA, JIHK ananizy reny PAH Ta
010 TEpUHOBOTO TECTY.

HietoTepamnis € ocHOBHUM MeTooM JikyBaHHs OKVY. Ileit meTon mosisirae
B CYTTEBOMY OOMEXEHH1 OUIKOBHUX MPOJYKTIB B pallloHl AUTHHHU (1HOAl 11O
80%), Ta 3amiHM iX XapYOBHMH MPOMYKTAMH ISl CICIIATbHOTO Ti€ETUYHOTO
CTIO’KMBaHHS.

®apMakoJOTIYHUNA  METOJ  JIKyBaHHA  IHepeadayae  3aCTOCYBaHHS
JIKapCchbKUX 3aco0iB, Kl MiABUINYIOTh akTUBHICTH (depmenty DAT.
dapmakoJOTiUHI METOIU 3aCTOCOBYIOTHCS K Yy KOMOiHALIi 3 M1€TOTEpAIi€lo,
Tak 1 0e3 BUKOpHUCTaHHS JieTorepamii. Taki MAXOIU TO3BOJISIOTH CYTTEBO
MOKPAIIUTH SIKICTh JKUTTA TAaIi€HTIB Ta YHUKHYTH HeOaKaHUX HACHTIIAKIB
nierorepanii. CydacHi METOAM JIIKyBaHHS € YCIIIMIHUM 1 HaA3BUYAHO
epextuBHuM. JlikyBanHs mnanieHta 3 OKVY noxurreBe Ta morpedye 4iTKOTO
BUKOHAHHS BCIX PEKOMEHAAIlIN JIKapsl, MIIATPUMKH 1 TOPO3YMIHHS BCIX UYJICHIB
POIMHHU.



ILLB.

JIMCTOK criocTepeKeHHs 32 XBOPUMH HA (PEHIIKETOHYPiI0

Bapiant ¢eninkeronypii
JIHK anami3

JlaTta HapoKEHHS

JlopaTok 6

JI0 YHi(piKOBAHOTO KJIIHIYHOTO MPOTOKOJY IEPBUHHOI,
BTOPUHHOI (CIIeNiali30BaHoi) Ta TPETUHHOL
(BHCOKOCTIEIIaTI30BaHO1) MEIUYHOI IOTTOMOTH
«DeHUIKeTOHYpIs Ta iHII TinepdeHiTaIaniHeMii»

Peaxnig va BHs — tect

Jlata | Bik

®di3uyHi gaxi

JlaboparopHi naHi

CnoXvBaHHA

3picT

Bara

OKpy>XHICTb T'OJIOBU

T'emorno0in

®eputuH

Tpanchepun

DA

Tuposun

DA

Tuposun

Binok

Enepris




HonaTtok 7

JI0 YHi(piKOBAaHOTO KJIIHIYHOTO MPOTOKOJY IEPBUHHOI,
BTOPUHHOI (CIIeniali30BaHoi) Ta TPETUHHOL

(BUCOKOCTICI1a)1130BAHO1T) MEIUYHOT IOMTOMOTH

«DeHUIKeTOHYpIs Ta iHII TinepdeHiTanaHiHeMi»

Il1aH AUCIIAHCEPHOTO CIIOCTEPEKEHHS MALiCHTIB 3 (PeHIJTKeTOHYPI€I0 TA iHIIUMH rinepdeHigagaHiHeMiaMu

3axoau 0-1 pik 1-7 pokis 7-18 pokiB Hopocai BaritnicTh Ilepion
JaKkTauii
KutiniyHe cmocTepekeHHs1

1. Bizut no mikaps, sikuit 1 p/Tuxk.- Koxni Koxni Koxni Koxni Ha 6 TmxHi,
3MIIACHIOE PO3paxyHOK motped | 1 p/mic. 1-6 wmic. 6-12 wmic. 6-12 wmic. 1-3 wmic. Jauti KOxH1
y MO’KUBHUX PEYOBUHAX, 6 Mic.
OLIIHKY HYTPITUBHOT'O CTATYyCYy,
KOHCYJIbTYBaHHS, HABYaHHSI
J€TH
2. AHTpornomeTpis [Ipu xoxHOMYy | IIpu koxHOMY | [Ipn ko)xHOMY | IIpn KO)KHOMY [Tpn IIpu xoxHOMY

BI3UTI BI3UTI BI3UTI BI3UTI KOXXHOMY BI3UTI

(BKIIIOUAOUH (BKIIFOUAOYH BI3UTI

OKPYXHICTh OKPYXHICTh

TOJIOBHU) TOJIOBH JI0 3X

POKIB)
3. IIpoMi’kHa KOHCYJbTaLlis 1-2 p/Tux. 1 p/Tmx.- 1 p/Tmx.- 1 p/mic. 1-2 p/Tmx. 1 p/Tnxk.-
JiKaps, sSIKAi 3/1IHCHIOE 1 p/mic. 1 p/mic. 1 p/wmic.
KOPEKIi0 IE€TH B 3aJI€KHOCTI
BiJ piBHS DA
BioximiuHi gocaigKeHHS

1. ®eninananiu (Tasma, 1-2 p/Tux. 1 p/Tmx.- 1 p/Tmx.- 1 p/wmic. 1-2 p/Tmx. 1 p/Tuxk.-1
cHUpoBaTKa a0o IiIbHA KPOB) 1 p/mic. 1 p/mic. p/Mic.
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3axonm 0-1 pik 1-7 pokis 7-18 pokis Jopoc.i BaritHicTh Iepion
JaKTamii

2. 3araJbHHI aHaIi3 KPOBi IopiurO [opiuaO [{opiuHo [{opiuHo Koxen [{opiuno
TPUMECTP

3. @eputnn Hlopiuno lopiuno [opiuno [opiuno Koxen [{opiuno
TPUMECTP

4. Bitamin /| Iopiuro [opiuaO [{opiuHo [{opiuHo Koxxen [{opiuno
TPUMECTP

5. MeTaboiiyHi TecTH, BiTaMiH | 3a 3a 3a 3a mokaszauaamu | [1ig yac OnHopazoBo

Bi12, Be (mma3zma), ¢ponatu MOKA3aHHSAMH | IOKa3aHHSIMU MOKa3aHHAMHU MEPIIOTO

(epuTpouUTH), BITaMiH A, BI3UTY,

IIMHK, M1JIb, CEJICH, HE3aMiHHI B

YKUPHI KUCIIOTH M0JIaJILIIIOMY
3a
KIIIHIYHAMH
MOKa3aHHSIMHU

BusnaueHHs neskux 610XiMIYHUX MOKA3HUKIB (TUPO3UH (IJ1a3Ma, cUupoBaTka abo IJIbHA KPOB), aMIHOKHUCIIOTH (1J1a3Ma), TPAaHCTUPETHH

(npeanbOyMiH), anbOyMiH/3araibHHANA 01710K) MPU3HAYAETHCS 32 HEOOXIAHOCTI 32 KIIIHIYHUMU MTOKA3aHHSIMH.




