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KJIUHUYECKHWH MPOTOKO.JI JTMATHOCTUKHA U JTEUYEHUSA

I'MINEPAMMOHUEMUSA. HAPYIHIEHUE IUKJIA MOYEBHUHbI

1. BBogHast yacThb
1.1 Koasl MKB-10:

MKB-10
Kog Ha3zBanue
E72 | dpyrue napyuieHus oOMeHa aMUHOKHUCIIOT

E72.2 | Hapymenus oOMeHa [uKjia MOYEBUHBI
E72.4 | Hapymenust oOMeHa OpHUTHHA

1.2 JIaTa pa3padoTku u nepecMotTpa nporokosa: 2023 rog.

1.3 CoxkpaieHusi, HCIOJIb3yeMbl€e B ITPOTOKOJIE:

AJIT - AnannnamMmuHOTpaHcdepasa;

ACT - AcnapratamuHoTpancdepasa,

BOII — Bpauu o01ieit mpakTUKH;

JH — JIprxaTenbHast HEIOCTaTOYHOCTD;

MPT — MaruutHo-pe3oHaHCHasi TOMOTpadus;

KIIC — KucnoTHO-111€109HOE COCTOSIHUE;

KT — KomnerorepHas Tomorpadus;

HIIM — HapymieHue nuKia MOYEBUHBI,

V3U OBII — YnbTpa3ByKoBO€E HCCIEI0BAHNE OPTraHOB OPIOIIHOMN MOJIOCTH;

OAK — O6muii ananu3 KpoBH;

OIIIT — OcTtpoe noueyHoe NOBPEKICHHUE;

CCH — CepaeuHo-cocyaucTasi HeI0OCTaTOYHOCTB;

PKU — PannoMu3npoBaHHOE KOHTPOJIMPYEMOE UCCIICI0BAHNUE;

TMC — TannemHas Macc-ClieKTpOMETpus,

ASS — Argininosuccinate synthetase deficiency (euiuT apruHHHOCYKIIMHATCHHTETA3bI);
ASL — Argininosuccinate lyase deficiency (meduiut apruHUHOCYKIIMHATIIAA3KI);

CPSI — Carbamoyl phosphate synthetase | (ne¢urut kapoamundocharcunrerassi |);
NAGS -  N-acetyl glutamate  synthetase  deficiency  (mepummur  N-
alleTUIITTyTAMAaTCUHTETa3bI);



OoTC — Ornithine transcarbamylase (OTC) deficiency (mepurur
OPHHUTHUHTpPaHCKapOaMHIIa3bI).
CTLN1 — nurpymnunemus | tumna

1.4 Iloaib30BaTe M MPOTOKOJIA: HEOHATOJOTH, Ieauatpsl, BOII, peanumarosoru.
1.5 KaTeropusi naiueHToOB: JICTH.

1.6 IlIka/1a ypoBHS 10KA3aTEJIbHOCTH:

A | BbICOKOKAaUeCTBEHHBI MeTa-aHaln3, cuctematudyeckuid 003o0p PKU nimm kpynHoe
PKU ¢ oueHb HU3KON BEPOATHOCTHIO (++) CUCTEMATUYECKON OIIMOKM PE3yJIbTaThl
KOTOPBIX MOTYT OBITh pACIIPOCTPAHEHBI HA COOTBETCTBYIOUIYIO NOMYJISLUIO.

B | BoicokokauecTBeHHBIM  (++)  cucremMaruyeckuii  0030p  KOTOPTHBIX — WJIU
UCCIIEJOBAaHUN CIIydali-KOHTpOJIb WM BpicokokauecTBeHHOE (++) KOrOpTHOE WM
UCCJIEIOBAHUN CIIy4al-KOHTPOJIb C OYEHb HHU3KMM PHCKOM CHUCTEMATHYECKOU
omnOku wiu PKU c HeBbicOKMM (+) pHUCKOM CHUCTEMAaTHYECKON OIIMOKH,
pe3yNbTaThl KOTOPBIX MOTYT OBITh pPacHpOCTPaHEHbl HAa COOTBETCTBYIOIIYIO
NONYJIALUIO.

C | KoroptHoe WM HCCIEOOBAHHWE  CIIy4al-KOHTPOJIb MM  KOHTPOJIHPYEMOE
UCCIeI0BaHNue 0€3 paHIOMU3ALNH C HEBBICOKMM PUCKOM CUCTEMATUYECKON OIIMOKHU
(+). PesymbTaThl KOTOPBIX MOTYT OBITH PACIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
nonyysinuio iy PKU ¢ oueHb HU3KHM MM HEBBICOKMM PUCKOM CUCTEMATHYECKON
om0k (++ miam +), pe3yiabTaThl KOTOPHIX HE MOTYT OBITh HENOCPEACTBEHHO
pacrpoCTpaHEeHbl Ha COOTBETCTBYIOIIYIO TIOYJIALHUIO.

D | Onucanne cepuu ciaydacB WM HEKOHTPOJIHMPYEMOE HCCIICIOBAHUE, WIM MHCHHE
IKCIIEPTOB.

1.7 Onpenenenue:

HeonaranbHasi rumepaMMOHHMEMHMsI — IIATOJIOTMYECKOE COCTOSIHHE, BO3HHUKAIOIIEE
B IEPUOJE HOBOPOXKIECHHOCTH, XapaKTEPHU3YIOUIEECS TMOBBILIEHHBIM COAEpKaHUEM
CBOOOIHBIX HOHOB aMMOHUS B KpoBH [,

Hapymenne nukiaa mouyeBnnbl (HIIM) - 510 Oonbluasi rpynmna peakux reéHeTUYECKHX
3a00JIeBaHM, KOTOpbIE OOYCIOBIEHBbI Ae(EeKTOM (PepMEeHTa WM TPaHCHOPTHOro Oeska,
KOTOPBIA IPMBOIUT K OJIOKHPOBKE ¥ HAPYIIEHUIO IIPABUILHOIO 0OMeHa BemecTs 2,

1.8 Knaccupuxkanms:

Knunnueckas knaccudukaiys runepaMMOHUEMHH 110 3THOJIOTUU
e Ilepsuunas — HIIM

v Jlepunur xapoamundocdarcuarerasst I (CPSI)

v Jleunur opuutuaTpanckapbammiassl (OTC)

v Jlepumt apruHUHOCYKIIMHATCHHTETa3bl (ASS) (Takke M3BECTHBIN KaK KIaCCHUYECKas
nUTpyuIMHeMEs win nutpysummaemus [ tuma (CTLN1)

V' Jlebuuur APTrMHUHOCYKIIMHATINA3bI (ASL) (Takke W3BECTHBIN Kak
ApTUHUHOCYKITUHATHAS allAIypHs)

v Jlebunur N-anerunrnyramarcuarerassl (NAGS)

(2-3]



v Jledurmr aprunassr

° Bropuynas —  3a0oneBaHus,  CONPOBOXKIAIOIIMXCS  IOBBIIICHHBIM
o0pa3oBaHWEM aMMHAaKa I HEAOCTAaTOYHOW €ro yTWiu3amuen (3a0osieBaHUS TICUCHH,
COCyAHCTbIE Manb(popMaly, HHPEKIMH MOUYEBBIX IIyTeH, BBI3BAHHOW OaKTEpUSIMHU,
npoayuupyonmmu ypeasy (Proteus mirabilis u Hexoropsie mrammer Klebsiella species),
IIpUEM JIEKAPCTBEHHBIX MPETAPATOB).
Knaccudukanus mo redennro 3adonesanus 461,

e TunuyHas KapTUHA: CHUMIOTOMBI TPOSBISIOTCA B TiepBbie 24—48 wyacoB mocie
pOXIeHus. Y MIaJeHIa MOSBISIIOTCA CUMITOMBI MIOCIIE Hayana KOPMIIEHHUS, IOTOMY YTO
TPyIHOE MOJIOKO WJIM JETCKas CMech 0o0OecredynBaroT OenkoBYI0 Harpysky. HauanbHbie
OPU3HAKK BKJIIOYAIOT COHJIMBOCTb, HECIOCOOHOCTh MOJAEPKUBATh HOPMAJIbHYIO
TEeMIIepaTypy Tejla U IUIOXOM alIeTUuT, 332 KOTOPbIMUA OOBIYHO CIEAYIOT PBOTA, BSJIOCTh U
KOMa, YTO UACHTUYHO TAKOBOMY Y MJIQ/ICHIIEB C CETICUCOM.

e ATHNMYHAS KAPTHHA (TAI[MEHTHI C YACTUYHBIM AEPUIUTOM (PEPMEHTOB):

v XpOHHYECKas PBOTA, 3aJI€PIKKa Pa3BUTHS, CYIOPOKHBIE IPUIIAIKH, HAPYIIECHHS CHA.

v’ romoBHas 00Jib, AHOPEKCHs, pBOTA, BSUIOCTh, AaTAKCHS IOCJIE TTOBBIIIEHHOTO
notpebeHus 0eaKa Wi B EpUOAbl KaTabOJIMYECKOro CTpecca

v’ 1abopaTtopHbIE OTKIOHEHHUS

2. MeToabl, HOAX0AbI H NPOUEAYPbI AHATHOCTHKH
2.1 Iuarnocruueckue Kkpurepuu 512,

Kano0sbr:

« CPBITMBAHUS, PBOTA,;

e IIJIOXOH amIeTuT;

« COHJIMBOCTB; CYJOpOIH;

« TOJIOBHAs OOJIb;

e TIOTCPA MACCHI TCIIA.

AHaMHe3:

® CEMEWHBIN OTATOMIEHHBIN aHAMHE3 110 HACIEACTBEHHBIM 3a00JIEBAHUSIM

® OTSATOLIEHHBIN aKyIIEPCKUI aHAMHE3: MEPTBOPOKICHUE, CIIy4Yar CUHIPOMA BHE3AIMHOU
CMEPTH B HEOHATAJIbHOM M NTOCTHEOHATAJIbHBIX MTEPUOJIAX.

Du3zukaabLHoe 00c/Ie/I0OBAHNE:

e MBIIICYHAS TUTIOTOHUS; COTIOP, KOMa;

o TEMIIepaTypHas JJAOUIHHOCTD;

e 3aJIEpXKKa ICUXUYECKOTO PA3BHUTHSI,

e HapyIICHUE CHA;

e AHOPCKCHS;

o ATAKCHS;

e OOMOPOK;

e CHHJIPOM BO30YXICHUS/YTHETCHHSI, JIETAPTHSI;



e pecnuparopHble  HapylleHus  (amHOd, PECNHUPATOPHBIA  alKajlio3, TaXUITHOE,
MOBEPXHOCTHOE JILIXaHUE);

¢ KIIMHUYECKHUE NMPU3HAKU Cercuca (M3MEHEHHUE 1[BETa KOXKHBIX MOKPOBOB, JIUCIIETICHS );

« nonuoprannas negocrarounocts (CCH, IH, OIIII).

OcHoBHbIE JIaGopaTopHbIe HccaenoBanus 1%

L4 CKpI/IHHHFOBHﬁ OKCIIPECCC-TCCT MJIA OIIPCACICHUA aMMHAKAa B KPOBHU IIPOBOJAHUTCA:
IMOBBIICHUC COACPIKAHNA aMMHAKa B KPOBH.

e buoxumudeckuit MCTOA HCCICAOBAHHA aMMHAKa B KPOBH: ITOBBLIMICHHUC COACPIKAHUA
dMMUHAKa B KPOBH.

Ta6nuua 1. Bo3pacTHble HOPMBI COIEPKAHUS aMMHaKa B KpoBu 10

Bo3pactHble rpynnbi Coaep:xanue aMMHaKa
B KPOBH B HOpMe, MKMOJIb/JI

HenoHomeHHbIE HOBOPOXKIECHHBIE 50-150

JIOHOIIIEHHBIE HOBOPOKICHHBIE 64-110

Crapmie 1 mecsmma 21-50
! NB! !
: HeoOxoauMmel yCIIOBHS HCCIIEIOBAHKS YPOBHS aMMHaKa B KPOBH: :
i v oOpasubl  KpOBH  HEOOXoaMMO  OpaTb  TOJABKO M3 MHTAKTHOM
' (HEeMoBpPEKIACHHOMN) nepudepruuecKoil BEHbI; i
! v MCCJICZIOBaHUE JIOJDKHO OCYIICCTBIATHCS B TIEPBBIC 2 U MOCIIE 3a00pa KPOBH !
' (omrruMansHO B Tedenue 30 MEHYT HOCie 3a60pa KPOBH); !
: v HEJIb3s POBOUTH UCCIIEIOBAHNE KPOBU TP HATMYUHU TEMOJTH3a :

JJonosiHuTE ILHBIE JIA0OPATOPHbIE UCCIACIOBAHUSA:

. Tangemuasi macc-cnekrpomerpusi (TMC): nmoaTBepkeHNUE FreHETHUSCKUX
3a00J1eBaHUM.

. OAK: neilikoneHusi, TpOMOOLIUTOIICHHUS;

. KIIC: MmeTaboaudeckuil JIakTaT — aruaos;

. Buoxummnyeckuii anaiau3 KpoBM (roko3a, C-peakTUBHBIN OeNIoK, OMIITUPYOuH,

tumosnoBas npoda, AJIT, ACT, kpeatundochoknnasa, JakTaTIeruAporeHasa,
AMUHOKHUCIIOTHI, allJIKAPHUTHHBI): TUTIOTIIMKEMUSI, TTOBBIICHHE YPOBHS C-peakTUBHBIN
oenok, ommmupyouHa, TumosioBoit mpoosl, AJIT, ACT, kpearrurpochoKruHa3HI,
JAKTaTAETUIPOTeHA3bl, AMUHOKHUCIIOT, allMJIKAPHUTHHOB;

. NMMyHOXMMUYECKOe HCCJIeI0BAHUE HAa ONPEIEIICHHE POKAIBIIUTOHNHA B KPOBHU:
B IIpeJIETIaX HOPMBI;
. OO0mmii aHAJIU3 MOYHU: MTOBBIILICHUE YPOBHEW OPOTOBOM KHCIIOTBI, KETOHOBBIX TEJI,

OpraHM4Y€CKHX KHCJIOT,



OcHOBHbIE HHCTPYMEHTAJIbHbIE UCCJIETOBAHNSA.

* Heiipoconorpadms: ruaporedanus.

* ¥Y3MU OBII: renarocniaeHOMEraans.

* MPT royioBHOro Mo3ra: rullOKCHYECKU-UIIIEMUYeCcKas SHIiepaaonaTus.

I[OHOJ'IHI/ITCJIBHBIE HHCTPYMCHTAJIbHBIC HCCJICA0OBAHUA. HCT.

Tloka3anus AJIsl KOHCYJIbTANMH cnenuaaucTon 4150

KoHCYNbTalMs FeHETHKA — IPH TI0J03PEHUH TeHETUYECKOMN MAaTOJNOTHH;
KoHCyNbTalMs HEBPONATOJIOra — IIPU BBISBIEHUHN N1aTOJIOTHMU HEPBHOM CHCTEMBIL;
KoHCynbTalMs renaTonora — Mpy BISIBIEHUHU AaTOJNOTUH IIEUYEHH;

KOHCYJ'II—;TaHI/IH reMaroJiora — 1npu BbIABJICHUHU I'CIIATOCIINICHOMCT AJINN.



2.2 IluarHoCTUYeCKHIl aJITOPUTM:

Ao |

MeaunaTp, BOM,

A

HEOHATOAOT:
XKaAAoBbI+aHOMHE3

CKPWHWMHIOBbIM 3KCMpPECC-TECT
Broxmmmieckmim MeToa MCCAEAOBAHMS
OMMMUAKA B KPOBM

[ToBbiLLEHME
AMMMAKQA

TMC

Aa

MoaTBEPXAEHME
reHeTM4eCKmx
3060AEBAHMM

AnarHo3s: HUM

v

——> | Her




2.3 IuddepenunaibHblii 1uaruo3 u odocuosanue %-171;

JImarno3s Oo0ocHOBaHme 115 Oo0cienoBann Kpurepum ucK/I04YeHus
aupdepeHHATBLHOM f1 JAMarHo3a
AHATHOCTUKH
Cencuc Cxoxast KIMHUYeCcKast OAK HE XapaKTEepPHbI
KapTHHA: BOCIAJIUTEIIbHbBIC
v OTKa3 OT elIbl m3MeHenus B OAK
v'uapymenus [[HC C- C-peakTuBHBIN OCIIOK B
(Jietaprust, CHHIPOM PEaKTUBHBIA  IIpeAenax HOPMBbI
YTHETEHUS/BO3OYKACHUA)  Gejiok
¥ pecupaTopHele [TpokadblUT MPOKATBIIMTOHHH B
HapyIICHNs OHUH npeenax HopMbl
Baktepuonor otpuiarenbHoe
HYECKUI 0aKTEPHOIOTHUUECKOE
MOCEB KPOBU  MCCJIEIOBAaHUE KPOBU
Pentrenorpa Y poBnerBopuUTENbHASA
¢usa OT'K ITHEBMAaTU3alUs JIETKUX
10 peHTreHorpapuu
I'unokcnueckn- Cxokas KIMHUYECKas VYtounenune  OTATOIIEHHBIN CEMENHBIN
UIIEMUYECKass  KapTUHA: HAPYIICHUS aHaMHe3a aHaMHe3a I0
suuedanomnatuss 1IHC (neraprusi, cuaapom HACJIEJICTBEHHBIM
TSKEIION YTHETEHHUsI/BO30Y K ICHNA ) 3a00J1€BaHUSIM.
CTETEeHN/KoMa

3. TAKTUKA JIEYEHUS HA AMBYJATOPHOM YPOBHE [18-20:

HIOM — 310 rpyrmmna reHeTH4ecKuX 3a00J1€BaHUM, Y KOTOPBIX HET 3TUOJIOTHYECKOTO
JICYSHWSI, TEpAITUsl HallpaBJieHa Ha JIG3MHTOKCHKAIHIO (yJaJIeHue aMMHUaKa U3 OpraHu3Ma).
3.1 HemenukamenTosnoe jgedenne 18200

Pexum: o0mmii

duera:

OcHOBO# JIeueHHs TUIIEPAMMOHUEMUI SBJISIETCS OTPAaHUYEHUHU OeJlKa B JTUETE.

° OTpaHUYCHHUSI B TIUIIICBOM paIlioHe MoTpeOaeHus )kuBOoTHOTO Oernka a0 0,5-0,6
I/KT B CyTKH JJ11 00ecrieueHts OTPUIIATEIbHOTO a30TUCTOrO Oananca/

3.2 MeaukaMeHTO3HOe JieueHue [18-20

J{e3NHTOKCMKALIMOHHAS TepPaINus:

o (enna0Oyrupar HaTpusi: Ha3HAYAETCSd C LENbI0  JIE3MHTOKCUKALIMU
nepopaibHO, BO BpeMsi eAbl/KopmieHusi ot 3 1o 6 pa3 B JA€Hb, Tepanus MPOBOAUTCS
MOKU3HEHHO.

Hepequb OCHOBHBIX JICKAPCTBCHHbLIX CPEACTB:



dapmakoTepaneBTHYECKAA MHH Cnocod npuMeHeHHsA YpoBennb

rpymnmna JEKApPCTBCHHOI'0 AOKA3aTCJIBbHOCTH
cpeacrea
JleTokcHuKaHT aMMOHMUS ®enundyrupar Miaanenus! u getu <20 Al18-20]
HaTpUsI™ kr: IlepopaabHo: OT
450 mo 600 Mr/kr/meHn
BO BpeMs
€/IbI/KOPMIICHUS OT 3 110
6 pa3 B
JIeHb,  MakcHUMaJbHas
CyTOYHas Jo3a:

20 r/cyr. JImUTeapbHOCTD
Kypca: MOXKHU3HEHO.

Jlern >20 KI:
Iepopaasno: ot 9,9 no
13 1/ M 2 /nens B BO
Bpemsl €1l 0T 3 10 6 pa3
B JICHb; MaKCUMaJbHas
CyTOYHas no03a:
20 r / CYT.
JnurenpHOCTH  Kypca:
HOXKU3HEHO.

*He 3apecucmpuposan 6 PK

3.3 Xupypruueckoe BMeIIaTeJIbCTBO: HET
3.4 lanbHeiimee Begenne 22

[TpodunakTuka mocaeayOMUX SMKU30/10B THIIEPAMMOHUEMHUU

[Toxn3HEHHBI MOHUTOPHUHT: IUCIIAHCEPHOE HAOIIO/ICHUE Y TIeIMaTpa, HeBpOJIora.

Bce manmenTsl, y KoTopbeix auarHoctupoBanbl HIIM nomkHBI OBITH OOECIieUeHbI
aMMOHHEMETPaMH.

[IpoBenenre 1a0OPaTOPHOTO MOHUTOPHUHIA TOKa3aTened (M3MEpEeHHE aMMOHUS
MJ1a3Mbl B 00pa3iiax BEeHO3HOW/KaWIISIPHOM KpoBH (11eJ1IeBOM ypoBeHb <80 MKMOJIB/M):
v\ IpU M3MEHEHUSX B JMETE, YXYIIIECHUAX COCTOSHUS PEOEHKA — €3KETHEBHO;
v AMMuak 2 pasza B Mecsll B IIEpBbIE 2 Mecslla Mociie NOCTAaHOBKY JIMarHos3a, gaiee 1
pa3 B 4 Mecslia ¥ 10 TOKa3aHUsIM.

OAK 1 pa3 B Mecs11] B TeUeHUU 3 MecsIeB, Ha (oHe aedeHus 1 pa3 B roa npu OTCyTCTBUHU
KJIMHUYECKON CUMITTOMATHKH.

buoxumunuecknii aHaau3 KpoBU (Thoko3a, C-peakTuBHbIM Oenok, OWIIHPYOUH,
tumoJioBast  npoda, AJIT, ACT, xkpearundpochoknHaza, JJaKTaTAETUIPOTCHA3A,
AMUHOKHCJIOTHI, allUJIKAPHUTHHBI) — 1 pa3 B MecsII] B TECUCHUH 3 MecsIIeB, Ha (OHE JICUCHUS
1 pa3 B roJ1 Ipu OTCYTCTBUU KJIMHUYECKOU CUMIITOMATUKHU

Koaryaorpamma — 1 pa3 B Mecsill B iepBbIe 2 Mecslia Mociie MOCTAaHOBKY TUarHo3a, jaajaee
1 pa3 B 4 Mecs1a ¥ 11O TOKa3aHUSAM.

IKI', Ix0KI', Y3U OBII — yactota 1 pa3 B 6 mecsues, HCI' — 1 pa3 B 3 mecsia Ha 1
oy *U3HHU.



AHTponoMeTpus (M3MepeHue pocTa u Beca) — 1 pas B 4 mecsna

NB!

HaubGonpmmii pucK THIIEpaMMOHMEMHUN B TEUYCHHE IEPBOTO T0Ja JKU3HU CBS3aH C
BUPYCHBIMH 3a00JIeBaHUSIMH (yBEIIMUUBACTCS KaTabO0IM3M O€IKOB)!

v n3o6eratb HHGEKIIMOHHBIX KOHTAKTOB;

v CBOEBpPEMEHHAss UMMYHHU3AIIHsI B COOTBETCTBUH ¢ HallMoHaIbHBIM KaJICHIapeM
BakuHanuu PK;

° B cnyuasx, korna nepopajibHbIN MPUEM JIEKapCTB OTpaHUUCH (M3-3a 00JIC3HH,
XUPYPTUUECKOT0 BMEIIATEIHCTBA) CIIEAyeT BBECTH BHYTPUBEHHOE BBEICHNE (heHUIarieTaTa
HaTpusa-OeH30aTa HATPUSI U ApTUHUHA JI0 TeX Top, TIOKa IepopalibHasl MeTa U JIEKapcTBa HE
CTaHyT BO3MOXXHBIMH. B 3TH Mepuobl ClieIyeT KOHTPOJIUPOBATh YPOBEHh aMMHUAKA.

° JlaGopaTtopHbIii MOHUTOPUHT YPOBHS AMUHOKHUCIIOT B KPOBH.

3.5 Nuauxkaropsbl 3G PeKTUBHOCTH JiedHeHHUsI U 0€30IIACHOCTH METOA0B JUATHOCTHKHU U
JedeHnsi, ONUCAHHBIX B poTokoe 2V
o HopMmanu3zaius ypoBHS aMMHUaka B KPOBH.

4. Iloxa3anus JJIA TOCIIMTAJIN3 AN .

4.1 TMoka3zanud IJid MJIAHOBOM rOCIUTAJIU3ALMUU: HET

4.2 Toka3anus JJ151 IKCTPEHHOH rocnuTaansanuu 21231

v\ pecnMpaTopHbIE HapyLIEHUs (AIHOD, TAXUITHOE, IOBEPXHOCTHOE JBIXAHHUE);
v HEBPOJIOTHYECKHE CUMITTOMBI (KOMa, CyIOpOTH, COIOp, 0OMOPOK).

5. TAKTUKA JEYEHUS HA CTAITUOHAPHOM YPOBHE 1?'-2¢);

IToxxond kK J€YEHHUIO 3aK/II0YACTCS B CICAYIOICM.

. npekpaileHre norpedieHus Oelka C IeNbl0 CBEACHUS K MUHUMYMY
kaTaboJim3Ma OeJIka;

. peruaparanus;

. MOIJIEP KaHKE XOPOIIIETO ANYPe3a;

® JAC3HMHTOKCUKAIIMOHHAA TCpaIiuns.



5.1 Kapra Ha0/aroeHusi NalueHTa, MAapIPyTH3aALUs NALUEHTA

MeanaTp, HEOHATOAOT:
AmarHos: HUM

pecnparopHslie
HapPYLUEHMA (anHOD,

TAXMNHOE, MOBEPXHOCTHOE
AbIXQHME);
AO HEBPOAOTMYECKHNE HeT
CUMMTOMbI (KOMQ,
CYAOPOIM, COMop,
0OMOPOK).
CraumoHapHoe ) |  AMByAaTOpHOE
AEYEeHMne A b ASYEHME
AE3NHTAKCUKALMOHHAOS
Tepanus
AMMMAK
I <200 Her |«
Aad MMOAbB/A

\4

AE3MHTAKCUKALLMOHHAS +

MHDY3MOoHHas Tepanms MHCDY3MHHOS Tepanis

AMMUAK
<100 MMOAbB/A
Ha4yatb
SHTEPAABHOE
KOPMAEHME

Aa Het




5.3 HemeaukamMeHnTo3Hoe Jeyenne 7.

Pesxxnum: OOmuii.

Juera:

[Ipekpamenue gorauuu Oenka B TeueHue 2448 4 (MpeBbIIICHUE ATOTO IMEpPUoja
MOJKET MIPUBECTU K YCUJICHHUIO KaTa0OIU3Ma U yXYAIIEHUIO COCTOSTHUS TTAI[MEHTA);

DHTepaIbHOe NUTaHue HAaYMHATh npu YpOBHE aMMHaKa <100
MKMOJIb/J.  HazoractpanbHblii  30HJ MOXET OBbITh HEo0XoauM i oOecreyeHus
HaJIJIe)KaIiero notpedneHus. MiaaeHieB KopMatr 0€30eIKOBOM CMEChi0, B COYETaHUHU CO
CMECSMH aMUHOKHCIIOT ¥ CMECSIMH Ha OCHOBE KOpOBBETO MoOJjoka. [10J0BHHY CyTOYHOMU
NOTPEOHOCTH B O€NKe OOBIYHO AAIOT B BUJIE CMECH aMUHOKHCIIOT, a MOJIOBUHY — B BUJIE
Oenka KOpoBbEro MoOJIOKa. PexomeHayemoe CyTodHoe MOTpeOseHue Oelka 3aBHUCHUT OT
BO3pacTa u kojebnercs ot 2—2,5 I/KT B AeHb npu poxaeHuu 10 menee 0,6—0,8 1/kr B 1eHb
y JeTel cTapIiero Bo3pacTa.
5.3 MeankamMmeHnTo3Hoe Jeuenue 28

MenvkaMeHTO3HasE ~ Tepanus  MPOBOAUTCS B 3aBUCUMOCTH  OT  YPOBHS
TUIIEPAMMOHUEMHUH:

o npu ruriepaMmMmonuemMus <200 MKMOJIb/JT — HH(Y3UOHHAS Tepanus —,

o npu runepamMmmorremMuu >200 MKMOJIB/JT — e3MHTOKHUKALMOHHAS Tepanus +
UHQY3MOHHASI Tepanusi

Nudy3nonHas Tepanusi ¢ IEJIbI0 00€CIIEUCHHUST dHEPIEeTUICCKON MOTPEOHOCTH U
MPEAOTBPAIICHUS PAa3BUTHS KaTaOOJIMYECKHX IPOIECCOB (HEOOXOIUMO 00€CIeYnTh
MUHUMYM 110% cyTOYHOM MOTPEOHOCTU B SHEPTHH ):

v pacTBOp TIJIIOKO3bI: HavanbHas go3a 10 Mr/Kr/MuH, nambHeWImas 03a
KOPPUTUPYETCS MO KOHTPOJIEM YPOBHS INIFOKO3bI B KPOBH;

JTOTAIMs  SKUPOBBIX  OMYJIbCHUH i1 OOECHEUECHHS  DHEPreTUYECKOU
MOTPEOHOCTH: HavYaIbHAas J103a COITIACHO MHCTPYKIIMH, K TIpenapary;

v aMuHOKHuCHOTB: OoT 1,5 mo 1,75 r/kr Oenka B JIeHb B BHUJE pacTBopa

AMUHOKHCJIOT.

J{e3UHTOKCMKALIMOHHAS TEPANMsl IPOBOAUTCS B JIBa dTaNa:
1)  BHYTpHBeHHAas JC3UHTOKCUKAIMOHHAS TCPAITHS;
2)  mepopajbHasi IC3MHTOKCUKAI[MOHHAS TEPAITHsI.

BuyTpuBeHHasi 1€3WHTOKCUKAIIMOHHASI Te€panusi B 3aBUCUMOCTH OT ITHOJOTUHU

TUTIEPAMMOHHEMHUH:

. JI0 TeX TMOp, MOKa 3THOJOTUs 3a00JeBaHMsl HE yCTaHOBJIEHA: (heHusalerara
HaTpusA-O€H30aTa HATPUS U ApPTUHUHA THAPOXIIOPUIA;

. npu NAGS, CPSI u OTC — apruanna rugpoxiaopuaa, peHunanerara HaTpus-
OeH30aTa HaTpus U UUTPYJUINH,

. npu neduimure NAGS — kapriymuHoBas;

. npu aedpurute ASS u ASL aprununnHa rumpoxiopua U GheHunaneTaT-HaTpus
OeH3oar.

. npu nedumuTe apruHasbl — (PeHuI anerara.
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IlepopanbHas

JC3NMHTOKCHKAIIMOHHAsA

TCpaIIu:Ad:

(beHunOyTrupaT HaTpUs MPH CIEAYIOUUX YCIOBUSX:
P TOCTUKEHUHU YPOBHSI aMMHUaka B KpoBu MeHee 100 MKMOIIb/IT;

v

IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPeACT

MNEePeXOoaC MAMUCHTA Ha SHTCPAJTIbHOC ITUTAHUC

p [28-40]-

IIannrcHTa

dapmakore
paneBTHYEC
Kas rpynmna

MHH
JIEKAPCTBEHHOT 0
cpeacTBa

Cnocod mpuMeHeHHS

YpoBeHb
A0KA3aTeJIbHOC
™

JleToKCHKaHT
aMMOHMS

Dennnanerar
HaTpUs-OeH30aT

HaTpus. *

Managenns! 1 getn <20 Kr:
Cmapmosasi 003a: BHYTPUBEHHO:
2,5 mi/kr (obecnieunBaeT 250 Mr/Kr
¢denmnanerata Hatpus U 250 mr/kr
OceH3oaTa HaTpus) B TeueHue 90—-120
MUHYT.

Tloooepoicusarowas dosa:
HenpepbiBHas BHYTpPUBEHHAs
uHpy3us: 2,5 MI/KT B BHIE
nojaAep)kuBaromer  uHQY3um B
TeyeHue 24 yacoB (oOecmedymBaeT
250 mr/kr ¢denwmmanerata HaTpHUs U
250 wmr/kr OeH30ara HaTpus B
TeyeHue 24 4acoB).

Jderu n moapocTku >20 Kr:
Cmapmoeas 003a: BHYTPUBEHHO: 55
M1/ M 2 (obecmieunBaeT GeHunaneTaT
Hatpus 5,5 /M 2 u GeH30aT HATpHs
5,5 /M ?), BBOAUMBIX B TeueHne 90—
120 MuHYT.

Iloooeporcusarowas 0osa:
HenpepoiBHas BHYTpPUBEHHAs
uadysus: 55 ma/ M 2 B Bume
noajaepkuBaromel  uHQy3un B
TeyeHue 24 yacos (obecrnieunBaer 5,5
r/™M 2 Qenunanerata HaTpus M 5,5
/M 2 GeHsoata HaTpus B TeueHue 24
4acoB);

JUTUTENbHOCTD: TIOKU3HEHHO.

A[29-32]

KaprioymunoBas
KuciaoTa*

Hoza ot 100 go 250 wmr/kr/cyTku
nepopajibHo 3 paza B JICHb,
JUTUTEIIBHOCTD Kypca e}
HOpMaJIM3allid YPOBHS aMMuaka B
KpOBH

A33.34]

Oenundyrupar
HATpUST™

u gern <20 kr:
IlepopaasHo: or 450 go 600
MT/KT/JICHb BO BpeMs
enpl/kopmiieHust oT 3 0 6 pa3z B
JIeHb; MaKCUMaJIbHAsl CyTOYHAs /103a:

MuaaageHubl

Al1820]

IMCPCBOIAT




20 r/cyr. JInUTENBHOCTH Kypca:
MIOYKM3HEHO.

Hdetu >20 kr: Ilepopaabho: ot 9,9
10 131/ M2 /1eus B BO BpeMs €/Ibl OT
3 1o 6 pa3 B JI€Hb; MaKCUMajbHas
cyrounas go3a: 20 r [/ cyr.
JIMMTENBHOCTD Kypcea: IOKU3HEHO.

Dernndyrupar
CIIALEPOT™®

Jo3a: 4,5 no 11,2 mn/m? /cyT.
IMaumenTam B Bo3pacre 2 JieT M
cTapiie: Ha3zHadaTb B 3 paBHBIX
JIO3UPOBKAX, OKPYTJISASA KKIYIO 10
ommxanmux 0,5 mi

ITanuenram wmJaame 2 Jier:
Haznauate B 3 minu Gosee paBHBIX
JO3UPOBKAX, OKPYIIISAA KaXAYIO N0
ommkarmux 0,1 M.

OOmias cyrouHas J03a HE JIOJDKHA
npesblmarh 17,5 mir.

ALB-18]

AMHUHOKHCIIOTBI

['uapoxmopuy
apruHuHa™

Cmapmoesasn no3a BBOJIUTCSA
BHYTPUBEHHO B TeueHHe 90 MUHYT B
10% pacTBOpE IIOKO3bI U3 pacyeTa
25-35 mu/kr:

v JIAg  NMAlMEeHTOB ¢
Maccoii Tesa <20 kr cocrasiset 200
MI/KT,.

v Jas nanueHToB >20
KI' CTapToBasi /1032 COCTaBiseT 4
/™ 2.

IMoanep:kuBamIasi 103a BBOIUTCS
BHYTPHBECHHO:
1) [Mpu neduuure CPSI
COCTABJISIET JIJIS1 MTAIMEHTOB:
v ¢ Maccoii Tena <20 kr —
200 MI/KT B CYTKH;
v ¢ Maccoli Tena >20 Kr —
4 1/M 2 B CYTKH.

2) [Tpu nedurure ASS u
ASL cocTaBiser i HalueHTOB:
4 ¢ Maccoii tena <20 kr
600 MI/KT B CYTKH;
4 ¢ Maccoil Tema >20
kr.12 v/M 2 B cyTKH
JMreabHOCTD Kypca:
[TOKHU3HEHHO.

Al35-37]

LHutpymmus™

IIpu  nedunure CPSI  Takxke
Ha3HAYalOT  MEPOPAIbHO  JO3BI
IUTPYJUTAHA JIJIS TTAI[HCHTOB:
v ¢ Maccoi Tena <20 kr —
ot 150 10 200 Mr/KT B CYTKH;

Al




v ¢ Maccoli Tena >20 Kr u
oT 3 10 4 /M 2 B CyTKH.

JmMTenbHOCTD Kypca:
MI0’KU3HEHHO.
WppururauronH PacTBOpsI III0OK03bl | BHYTpUBEHHO. B39:40]
bI€ PACTBOPBI Havanbnas go3a 10 Mr/kr/muH,

JanpHEeHImas 1032 KOPPHUTHUPYETCs
110J] KOHTPOJIEM YPOBHS INIIOKO3blI B
KPOBH.

JmuTenpHOCTh Kypca: 10 IepeBona
NAIMEeHTa Ha SHTEPAJIbHOE IIUTAHNE

[TapentepanbHoe|Komruieke Buyrpusenno, u3 pacuera ot 1,5 g0 B[3940]
MUTAaHHE aAMHHOKHUCIIOT 1,75 r/kr Oeika B IE€Hb.
JliiTenbHOCTh Kypca: 10 TepeBoja
MalKMeHTa Ha SHTEPATbHOE MUTAaHUE

* ne 3apecucmpuposarn 6 PK

IlepedeHb JONOJIHATEILHBIX JEKAPCTBEHHBIX cpeacTs 040

[TapenTtepansHoe YKupoBbie BHyTpuBeHHO, TpH HCKIIOYEHUU BI39:40]
MUTaHUE PMYJIbCUHT nedekTa  OKHCICHHMS  JKHPHBIX

KHCIIOT, PacyeT JJO3bl:

HEJIOHOIIIEHHBIX, JIOHOTICHHBIX

HOBOpOXACHHBIX — 0,5-4 T/Kr/CyT,
MiaaeHIsl u get — 0,5-3 r/kr/cyr.
JITUTenpHOCTh Kypca: 10 IMepeBola
MaryeHTa Ha SHTEPaIbHOE MTUTAaHUE

5.3 Xupypru4eckoe BMeIIaTe/IbCTBO. HET
5.4 lanbneiimee Beaenne “1:

MOHUTOPHHT NALMEHTA TOJKEH OBITH HAIIPABJIEH Ha BBIABICHHE U IIPEIOTBPAIEHHE
YpEe3MEPHOr0 OrpaHMYeHus Oenka, neUIUTa HE3aMEHUMBIX aMUHOKHCIIOT U YBEJIMYEHUS
IIOCTYIIJIEHUS] aMMHUAKa B OPTaHU3M.

MOHHTOPHHT BKJIOYAET B c€0sl OTCIEKMBAHUE YPOBHS aMMHUAKA U aMMHOKHCIIOT B
KPOBH, TTOKa3aresieil QyHKIMN IIEYEHH.



NB!

JlekapcTBa, KOTOPBIX ciaeayer uzberarnb 1;

. ['TIOKOKOPTUKOMIBI  YCUJIMBAIOT KaTaboJMM3M OEJIKOB M HE JOJIKHBI
UCIIOJIb30BaTHCSA PYTHHHO.
. BanenpoeBas kucinora MHTHOMPYET CHHTE3 MOYEBHHBI, YTO MPHUBOJIUT K

IMOBBINICHUIO YPOBHA aMMHAKa B CBIBOPOTKC, IIOTOMY AAaHHOC JICKAPCTBO HC JOJIZKHO
HCIIOJIB30BATHCA IJIA JICUCHUA CYIOPOr.

. Mannuton Hes((EeKTHUBEH IMpH JICYEHHH OTeKa TOJOBHOIO MO3ra,
BBI3BAHHOT'O TUIIEpaMMOHUEMHuen n3-3a HL{M.
. I'enmatoTOKCHYHBIE IIPENapaThl CIELYET UCIOJIB30BATH C OCTOPOKHOCTBIO.

5.6 Unagukaropbl 3(p(PpeKTUBHOCTH JIeYeHUS U 0€30IACHOCTH METOA0B TUATHOCTHUKH U
JedeHnsi, ONUCAHHBIX B MpoToKoe [“1:
Hopmanuzamus ypoBHs aMMuaka B KpOBU

6. OPTAHU3ALIMOHHBIE ACIHHEKTBI TIPOTOKOJIA:

6.1 Cnucok pa3padoTYMKOB MPOTOKOJIA ¢ YKa3aHUE KBAJTU(PUKAIMOHHBIX TAHHbBIX;

1) AoenrtacBa borako3 AOybOakmpoBHa — KaHAMJIAT MEIUIIMHCKUX Hayk, qokTop PhD,
3aBeayrollas OTJEJICHUEM peaHuMaluu U MTHTeHCUBHOM Tepanuu KoprioparuBHoro ¢onaa
«University Medical Centery;

2) Yapunosa buburyns TomerenoBHa — goktop PhD, Heonartosor, otaencHus
peaHMMAaIMK W WHTCHCHBHOW Tepanuu KopmopatusHoro ¢ouma «University Medical
Center»;

3) BasnoBa Muprynp @aii3yuineBHa — KaHIWAAT MEAMIMHCKUX HAyK, TEHETHK,
3aBenylollas OTAEJICHUEM KIMHUKO-TeHeTH4YecKor auarHoctuku KopmnoparuBHoro ¢gonna
«University Medical Center;

4) Kamsuna Aiirepum baxpITOekoBHa — 3aBeayromIas OTACICHHEM HHTCHCUBHOW TEpaIuu
HOBOPOXJIeHHBIX AO «Hay4yHbIil HEHTp aKylIepCTBA, TMHEKOJIOTUU U IIEPUHATOIOTUI;

5) PaxumkanoBa Mapxxan KymapoBHa — MarucTp OOIIECTBEHHOTO 3JIPaBOOXPaHEHHUS,
PYKOBOJMTEINb MPOrPaMMbl 3HJIOKPUHHBIX M HACJIEACTBEHHBIX 3a00JIEBaHUM KIMHUKO-
aKaJeMHUECKOro aenapramenta neauarpun Koprnoparusaoro donma «University Medical
Center»;

6) KamueBa Payman ToxTa)kaHOBHA — HEOHATOJIOT, OTIACICHHS pEaHUMAIMH MU
uHTeHCcUuBHOU Tepanuu KoprmopatusHoro donaa «University Medical Centery;
7) TneyramueBa JKanna KyaHIBIKKBI3BI — HEOHATOJIOT, OTACACHHS pCaHUMAIUU |

uHTeHcuBHOU Tepanuu KoprmopatusHoro donaa «University Medical Centery;
8) JKerumkapunopa I'ayxap EpnanoBHa — kimHHYeckuid ¢apmakosor KoproparuHoro
donma «University Medical Centery;



9) MykanoBa Illomman HacblpoBHa — HE3aBHCHUMBIA SKCIEPT, MEHEKEp BBICHICH
KaTeropuu, HadajdbHUK OTHENa METOMOJIOTMHM W CTaHAapTH3alMUd OW3HEC-TPOIIECCOB
JlemapramenTa MeHemKMeHTa KadecTBa KopmoparuBHoro ¢onma «University Medical
Center»;

10) UcaraeBa Haruma MyxamMeipaxuMOBHA — KaHJAUIAT METUIIMHCKUX HAYK, HE3aBUCUMBIHA
9KCIEPT, MEHEIDKEP BBICIICH KaTeropuu, IIaBHbIM MeHemkep OTaena METOAONIOTHU H
CTaHJapTU3allMK  OW3Hec-mporieccoB  JlemapramMeHTa  MCEHEKMEHTa  KadyecTBa
Kopmoparusroro ¢onma «University Medical Center.

6.2 Yka3zanue Ha OTCYTCTBHE KOH{[)JII/IKTa HHTEPECOB: HCT.

6.3 Peuensent: XyOanbimesa Kapnpiram bupkaHoBHa — KaHAMAAT MEIUIIMHCKUX HAYK,
3aBenytomas kadenpoit Heonatosorun HYO «Kazaxcrancko-Poccuiickuit Meaunmackui
YHUBEPCUTET», HEOHATOJOT-PEaHUMATOJIOT, BbICIasi Kareropus, mpodeccop, IIpesuaeHt
accolMally HEOHATOJIOTOB M CIEUATMCTOB JE€TCKON MEAUIUHBI.

6.4 Yka3zaHue ycJ10BHii IepecMOTPa MPOTOKOJIA: TIEPECMOTp HE pexke 1 paza B 5 JieT U He
yamie 1 paza B 3 rojia Ipu HaJIUYUKU HOBBIX METOJIOB JUATHOCTUKH U JICUCHUS C YPOBHEM
JI0Ka3aTEIbHOCTH.
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